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B03MOHOCMU NPUMEeHeHus nepaMnaHena B ieyeHuu
thapmaropesucmeHmHubixX )opm 3nunencuu y gemei

M.IO. bo6suiosa, K.J0. Myxun

000 «Hucmumym demckoil Hespoaoeuu u snuaencuu um. Cesmumens Jlyku»; Poccus, 108840 Mockea, Tpouuyk, ya. Haeopnas, 5

Konmaxmui: Mapus Opvesna bobvinosa mariya_bobylova@mail.ru

Beedenue. Hecmompsi Ha wupoxue 803MONCHOCHU COBPEMEHHbIX MEOUKAMEHMO3HbIX U HEMeOUKAMEHMO3HbIX MeMO0008 AeHeHUs: PapmMaKo-
pe3ucmerHmubIX hopm snuencuu y demeil, 0CMaemcst SHAHUMEAbHAS YACMb NAUUEHMOS ¢ YCMOUYUBOL K NeHeHUI0 Snuaencuel, Y KOMopsix
onepamugHoe aeveHue He03MOJICHO U ANbMEPHAMUBHbIE MEMOObl AeHeHUs (CIUMYAAUUs OAYHCOaroue2o Hepea U KemozeHHas duema) He-
apexmuensl. B 3moii epynne nayueHmos coOXpansem ceor aKkmyanbHOCmy GapmaKxomepanust ¢ NOUCKOM HOBbIX 3PPeKmMUBHbIX aHMU-
onunenmu4eckux npenapamos. B cmamve npusedenvt cobcmeerntbie 0antble no IPHeKmMUEHOCMU U NEPEHOCUMOCMU nepamnanena y oemeil
¢ 3nunencueil.

Mamepuaavt u memooot. IIposedero pempocnekmueroe HabaooeHue 55 demeii 6 sozpacme do 18 aem (33 manvuuxa, 22 degouxu), noay-
yarowux nepamnaren. Hccaedosarnue 8binoaneHo 6e3 CHOHCOPCKOU N000epICKU Ha KAuHUYecKoll 6aze Uncmumyma demckoii Hegpoaoauu
u snunencuu um. Ceasmumens Jlyxu ¢ nepuoo 2015—2017 ze.

Pesyavmamot. Ommeuenst 8bicoKas IhheKkmusHOCms Nepamnanena 6 OMHOUEHUY 2eHEPANU3068aAHHbIX (MUOKAOHUMECKUX U MOHUYECKUX)
npucmynog y demeli u cpedHsis cmeners 3QpgeKkmueHocmu 8 OMHOUeHUU QOKANbHbIX MOMOPHBIX NPUCMYNO08; npenapam 0ol Marodggex -
mugeH npu amunu4HbIX A6Cancax u Heaghghekmuger @ omuHouleHUU amonueckux npucmynos. Ilepamnatnen  yeaom Xopouio nepeHoCcUmcs
nayuenmamu. Cpedu HexceramenvHbix 8AeHU, NOMpPeb08aUIUX OMMeHbl RPeNnapama, Haubonee 4acmo 6CmMpesaniico COHAUBOCMb U NCU-
Xuueckas 6s10cmv — ommena mepanuu npogedena 6 9 (16,4 %) cayuasx uz 55. Pexce ommeuarucoe maxue Hevyceramenvule s61eHuUs,
Kak azepasayus (4 %), ncuxomuueckuii 3nuzod (2 %), uouocunxpasus (2 %), komopwie maxce npuseau Kk ommere npenapama. Tpansu-
mopHbie cocmosnus — amaxcus (21 %), cnuxncenue annemuma (13 %), paccrabaenue moiuy (24,5 %) — ne nompeboganu ommeHsl ne-
pamnanena. dgpgpexmusnocme nepamnanena é Hauem uccaedoganuu cocmasuaa 60 %. B nacmoswee epems 36,4 % nauuenmos npodon-
acarom npuem nepamnauena. Y 20,7 % nayuenmoe ¢ Xopowium mepanesmuueckum 3P@exmom nepamnanens Obii OMMEHeH 8 C6A3U
¢ passumuem HexceaamenbHuix seaeHut. Omcymemeue noA0HCUMenbHo20 gexma u Hexceramenvrlx aéaenuil ommeuerno y 40 % nayu-
eHmo8.

But6oovt. Heobxooumbi danvheliuiue uccaredosanus nepamnatena y demeii 6 ozpacme do 12 nem 6 c8s3u ¢ noayueHHviMu OaHHbIMU 00 3¢~
exmugHoOCMU NPpenapama 6 OMHOUEHUY SNUACNMUYECKUX NPUCMYNO8 NPU (PapMaKOPe3UCMEeHMHbIX POPpMAX SNUNENCUU.

Karoueawie caosa: snunencus, papmakopesucmenmnas snuiencus y oemeli, GHMUINUAENMUYECKUL NPenapam, nepamnanen

DOI: 10.17650/2073-8803-2017-12-4-7-20

PERAMPANEL IN THE TREATMENT OF DRUG-RESISTANT EPILEPSY IN CHILDREN

M. Yu. Bobylova, K. Yu. Mukhin
Svt. Luka’s Institute of Child Neurology and Epilepsy; 5 Nagornaya St., Troitsk, Moscow 108840, Russia

Background. Despite the existing variety of available methods for the treatment of drug-resistant epilepsy in children, there are still many
patients that are not suitable for surgical treatment and have no response to alternative therapeutic measures (vagus nerve stimulation and
ketogenic diet). In these patients, the problem of searching for new antiepileptic drugs is particularly urgent. The article presents original data
on the efficacy and tolerability of perampanel in children with epilepsy.

Materials and methods. Our retrospective study included 55 children (33 males and 22 females) under the age of 18 that received peram-
panel. This study was performed without external sponsor support at the Svt. Luka’s Institute of Child Neurology and Epilepsy during
2015—-2017.

Results. Perampanel demonstrated high efficiency against generalized (myoclonic and tonic) seizures and moderate efficiency against focal
motor seizures. The drug was significantly less effective in patients with atypical absence seizures and ineffective in children with atonic seizures.
Perampanel was generally well tolerated by the majority of patients. The most frequent adverse effects that required the drug to be withdrawn
(9 out of 55 cases, 16.4 %) were psychic exhaustion and apathy. Less frequent side effects that lead to perampanel cessation included ag-
gravation (4 %), psychotic episode (2 %) and idiosyncrasy (2 %). Such transient states as ataxia (21 %), decreased appetite (13 %) and
muscle relaxation (24.5 %) did not require perampanel withdrawal. Our results suggest that the efficacy of perampanel is 58.5 %. Currently,
37.8 % of patients continue receiving the drug, whereas in 20.7 % of children it was withdrawn due to adverse reactions, despite its high ef-
ficacy against seizures. In 41.5 % of patients, we observed neither positive effect nor adverse reactions.

Conclusions. Further studies on perampanel in children under 12 years old are needed, since our results suggest its efficiency for drug-resistant
epilepsy.

Key words: epilepsy, drug-resistant epilepsy in children, antiepileptic drug, perampanel



IIETCKOM
HEBPOAOT UM

BsepeHue

DIUIETICHS — OTHO U3 HanboJiee pacIIpoCTPaHEHHBIX
HEeBpOJIOTMYECKUX 3a00J1eBaHUN Y neTell 1 MOAPOCTKOB
[6]. HecmoTps Ha mporpecc, JOCTUTHYTHIM B JIEUEHUH
snuiencuu, 30—36 % ciyyaeB MUICIICUMU Y IETEH SIB-
nsoTes papmakope3ucteHTHRIME [10]. dapmaxkopesuc-
TEHTHYIO STIUJICIICUIO OIIPEAC/ISIIOT KaK HEBO3MOXHOCTD
MNOCTUXKECHMSI CTOMKOU PEMUCCUY MPUCTYNOB IPU IIPU-
MEHEHUHM 2 XOPOIIIO ITIEPEHOCHUMBIX 1 ITPABWJIBHO BEIOpAH-
HBIX aHTURIMIISIITUYECKUX ITperapaToB (ADI]) (B pexxume
MOHO- WJIM IoymuTepanuu). Ilarorenes popmupoBaHust
¢hapMakope3nUCTEHTHOCTU OOBSICHSICTCS HapyIIeHUEM
(YHKIIMOHMPOBAHMS MUIIICHEH BOJIBTAXK3aBUCUMBbIX OH-
HBIX KaHAJIOB 1 PELIETITOPOB HEMPOMEIUAaTOPOB, a TaK-
Xe 0enKoB-nepeHocunkoB ADII B pe3ynbraTe MyTauuii
B TeHaX JAHHBIX OEJIKOB 100 CTPYKTYPHBIX MJIM BOCIIA-
JIMTENLHBIX U3MeHeHuil [1]. PedpakTepHbie TPUCTYITHI
y AeTeii MJIadiIero Bo3pacTa sIBJISIFOTCSI OTPOMHOM mpobJie-
MO, ITOCKOJIBKY 1 caMa I10 cebe (papmMaKope3nCTeHTHAs
SMIUJIETICHS Y peOeHKa-IOIKOIbHIKA, COITPOBOXKIAOIIA-
sICSI TPYTHOKYpPaOeIbHBIMM TIPUCTYIIAMU C BBIPaXKEHHBI-
MM M3MEHEHUSIMH Ha dJIeKTposHIedaaorpamme (3371),
U e¢ JICUCHHUE ¢ MOCTOSTHHBIM mmoaoopoM ADIT mpuBomsT
K hOpPMHUPOBAHMIO TOBEACHYCCKIX I MHTEJICKTYaIbHBIX
HapyIIeHWH WK (4Jalie) YCYIyouIsTioT yXKe MMEIOIIrecs
HapyiieHus pa3putus. PapmMakope3nCTeHTHAS SITIICTI-
cHs, KaK MpaBUJIO, Pa3BUBAETCS y IeTell JIMOOo ¢ BhIpa-
KEHHBIMH CTPYKTYPHBIMU Je(EeKTaMH TOJIOBHOTO MO3Ta,
JINOO C TEHETUYECKUMU I XPOMOCOMHBIMM CUHIPOMA-
mu. ITo manaeiM K. Aso u K. Watanabe (2000), B rpyIr-
me u3 169 nereit co CTPYKTYPHBIMU (KPUIITOr€HHBIMU
WIA CUMIITOMAaTHYeCKMMU (hOKAJIbHBIMU) (popMaMu
SIWIENICUU CHIDKEHVE MHTE/UIEKTA OTMEYaIoch y 56 %,
JIBUTaTe/IbHbIC HApyleHus: — Y 22 %, CTpYKTYpHbIE U3Me-
HEHUs B TOJIOBHOM MO3I€ IIPH IIPOBEICHNY MAaTHUTHO-PE-
3oHaHcHO# ToMorpacduu (MPT) —y 54 % nauueHros [8].

IIpeaukTopsl papmakopesucTeHTHOCTH. 10 TaHHBIM pe-
TPOCIIEKTUBHBIX MCCIEIOBaHNI, HA BEPOSATHOCTD Pa3BUTHS
pedpakTepHOCTH YKa3bIBAIOT TaKue (PaKTOphl, KAK CUMITTO-
MaTu4ecKasi (hoKaabHasl SIMIISTICHS, BUCOYHAS JIOKAIn3a-
LIST STAJICITUIECKOTo (hOKyca, XapaKTepHbIC HAPYIIICHUS
Ha B3I (BBICOKMI MHIEKC SMIIECITU(OPMHON aKTUBHOCTHU
B (pOoHOBOI 3amucH, TOAUMOP(PU3M ST TU(HOPMHBIX
W3MEHEHUI, HAJIMYKME HECKOJIbKIX HE3aBUCUMBIX 09aroB,
oyaroBas dnuiIenTu(GopMHasT aKTUBHOCTb B COUCTAHUM
¢ muddy3HOM MemJIeHHONH aKTMBHOCTBIO), HECKOIBKO
THUIIOB IIPUCTYIIOB, IIEPBOHAYAJbHAS BHICOKAS 4acTOTa
IIPUCTYIIOB, CKIIOHHOCTD K CEPUIHOCTU U PA3BUTHIO SITH-
JISTITHYECKOTO CTaTyca, PelIUB IIPUCTYIIOB, YMCTBEHHAS
OTCTaJIOCTh MJIX 3aAepXKa pa3BUTHUS B MOMEHT Jc0I0Ta
snuiernicuu [15]. Bo3pacT neblooTa He SIBJISIETCS SIBHBIM
MIPEIUKTOPOM pedpakTepHOCTU. Bormpeku cinoxuBIeMycst
MHEHMIO, JOJITOCPOYHBIC MCCIICIOBAHUS HE MOATBEPXKIA-
0T Pa3BUTHS 00s13aTeJIbHOM pedpaKTepHOCTH MPU IeOI0TE
MPUCTYIIOB Ha 1-M roay Xu3Hu [14].

®apMakope3nCTEHTHOE TeUCHNE HEPEIKO 3aCTaBIIsI-
€T OMHOBPEMEHHO C ITO00POM TepaIliy IepecMaTpuBaTh
INArHo3, UCKaTh MPUIMHY pe3ucTeHTHOCTU. Cremnyer
MOMHUTb, 4T0 20—30 % mauueHTOB ¢ He MOAIAIOIIMMU-
CsI ICYCHUTO IPUCTYIIAMU MMEIOT HeTIPaBUJIBHO YCTAaHOB-
JieHHbI guardo3 [16]. K HasHaueHuio Head(HEeKTUBHOTO
ADII MoxeT mpUBECTH HepaBUIbHOE KJIacCU(pUIIpOBa-
HHE TUIIA TIPUCTYIIA, DOPMEI srmienicuu. JledeHre MoxeT
OBITh HeA((PEKTUBHO M3-32 OTCYTCTBHUS KOMIUTACHTHOCTHU
CO CTOPOHBI poAuTe/IeH MaleHTa, HEBEPHO MOI00paHHOMI
AHTUSIWICTITUYECKON Tepanuu [4].

JlvarHocTrukKa npu4YuH (papMakope3ruCTEeHTHOM I~
JICTICUM BKJTIOYAET STAITbI:

*  TIIATEJILHBIN COOp aHAMHE3a;

*  MeOMKAaMEHTO3HBIN aHaMHe3 (OLIEHKA aeKBaTHOC-
TH IIPUHUMAEMBIX TIPEIIapaToB U UX 103);

*  KJIMHWYECKUI OCMOTP C UCCIIeIOBAaHUEM KOXKHBIX
IMOKPOBOB (HA IIpeAMET BBISIBICHUSA (paKoMaTo-
30B) U HEBPOJIOTMIECCKOIO cTaryca (HalipuMep,
aCMMMETpPHS TOHYca U peIEKCOB MOXKET CBUJIC-
TEJILCTBOBATH O JIATepaIn3alliM 0J9ara, CEMUOTH-
Ka IIPUCTYIIOB MOXET COOTBETCTBOBAThH TOITMYEC-
KOMY HEBPOJIOTMYECKOMY AUArHO3Y);

*  Buueo-O3I -moHuTopuHr (BOM), mpoBoauMBbIii
B CIIEIIMAIM3UPOBAHHOM SITIICTITOIOTUIECKOM
LICHTPE, TTO3BOJISIET BHIIBUTH U JIOKAJIU30BaTh
SIMMJICITUYECKUI OYar;

*  MPT ronoBHOoro mMo3sra (0030pHBI CHUMOK,
a IIpY OTCYTCTBMY M3MECHEHUI HAa HEM — IIPOBeIe-
Hue MPT ¢ BBICOKUM pa3pellieHreM I10 SIMWIeHTO-
JIOTMYECKOM IIPOTrpaMMe ), TaK KaK ITOPOKH pa3BH-
THSI KOPBI TOJIOBHOTO MO3Ta, CKJIEPO3 TUIIIIOKAMITA
MOT'YT OBITh IPUYNHAMU PE3UCTCHTHOCTH;

+ npabopaTopHbIe MCCICAOBAaHMUS KPOBU, MOYM,
1epeOpOCTIMHABHON XMIKOCTH IJIS BBISIBIIC-
HUS HapylLIeHUi MeTaboau3Ma (0OJBITMHCTBO
HacleACTBeHHbIX 00Jie3HE oOMeHa MPOTEeKaKT
¢ HeKypaOeJIbHBIMU IIPUCTYIIaMU) X ayTOUMMYH-
HBIX IPOIIECCOB (JIMMOMYECKHE DHIIC(hATUTHI,
NMDA-sH1edanuThl, cuHApOoM PacMycceHa);

*  KapHOTHUIIMPOBAaHUE U XPOMOCOMHBIN MUKpPOMa-
TPUYHBIA aHAJIN3;

*  aHa/JM3 Ha Hajuuue cuHapoMa MaptuHa—besn
(IaHHBIN CUHAPOM HE JUATHOCTUPYETCS IIPU IIPO-
BEICHUM KapMOTUIIMPOBAHUS M XPOMOCOMHOTO
MHMKPOMATPUYHOTO aHAJIN3a);

* CEKBEHUPOBAaHUE OTIEJIbHBLIX T€HOB U 3K30Ma
B LesioM [9].

Koncraranmsa dakra peppakTepHOCTH SIMUICTICUA

y JeTeil CIoXHA M MHOTIA 3aHMMaeT HECKOJIBKO JIET,
HO B pe3yJIbTare B psle CIydaeB CTAHOBUTCS BO3MOXHBIM
IMpUMEHEHNE HEMEeIUKAMEHTO3HBIX METOIOB JiedeHUs [2].
doxkanpHOE Hayano npucrtyna B xoge BOM — nmoka3zaHue
K IIPEXUPYPIUICCKOMY 00CIEIOBAaHUIO, BKIIOYAIOIIEMY
MOMCK OYara ¢ mMoMollblo BbicoKopaspeuatoiieii MPT
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10 IIPOrpaMMe BIMICTITUYSCKOTr0 CKAaHUPOBAaHUS, IIPOBE-
JleHre MarHuTosH1Iedanorpacdun, omTHO(POTOHHOI dMHUC-
CHOHHOM KOMITBIOTEPHOM W ITO3UTPOHHO-3MUCCUOHHOM
Tomorpadun, Wada-tecTa.

Crumynsanus OJyXIOaiolnero HepBa IPeICTaBIISI-
eT CO00l XPOHUYECKYIO 3JTEKTPOCTUMYJISIIIUIO JIEBOTO
OJTy>XIaIoIIero HepBa C MOMOIIbI0O UMILUIAHTUPYEMOTO
ctumynsiTopa. TOYHBIN MeXaHU3M JEeICTBUSI HEM3BECTCH.
Paboraromuii ctTuMysiTop OJIyXXAalollero HepBa yCUIM-
BaeT KPOBOTOK B MO3XEUKe, TaJaMyce, KOpe OOJIBIIIOTO
MO3ra, 3HAYUTEILHO TOBHIIIAET BEIPAOOTKY TOPMO3HBIX
HelipoMeauaTopoB (raMMa-aMMUHOMACIISTHAas KUCJIOTa
(TAMK), rmumuH), momaBisieT [IyTaMaTeprudeckKoe Bo3-
OyXIeHHUE, a TAaKXKe BhI3BIBAET AeCMHXpOoHM3auio DOT,
ITOBBIIIAST AKTUBUPYIOIINE BIMSHUS PETUKYIISIPHOM hop-
MaIluu, TeM CaMbIM ITOAABIISISI KOPKOBYIO SIMMICIITU(DOPM-
HYIO aKTUBHOCTbh. VIMILTAaHTUPYEeMBII CTUMYJIITOP OOBIYHO
xopouo nepeHocutcs. ITodbouHbIe 3(p(peKThl BKIIOYAIOT
XPUILIBII TOJIOC, MOKAIIIMBAHUE, TUCITHO3, ITAPECTE3NNU.
CTuUMyISTOP pEAKO MOJTHOCTEHIO N30aBIISIET OT IPHCTYIIOB,
HO MOXET YMEHBIIUTh UX 4acTOTy. MaKCUMaJIbHBIN 3h-
eKT CTUMYJISIINN OJIy>XKAAIOIIero HepBa HACTYIIAeT Yyepes
1—2 rona. I1pu kaTaMHEeCTUYECKOM HAOTIOJeHUH YaCcTOTa
MPUCTYITOB CHUXKAETCST TpuMepHo Ha 50 % [18].

Ketorennas nuera (MogudumpoBaHHas nuera AT-
KMHCAa) OCHOBaHA Ha IMOBBIIIICHHOM ITIOTPEOJICHUN KUPOB
B COYCTAHUM C IOHIXKCHUEM ITOTPEOJICHUS YIIIEBOIOB
u 6enkoB. I[Ipu keToreHHO# AUETe YacTOTa NPUCTYIOB
cHuKaeTcs 6osee yeM Ha 50 % uepe3 3—6 Mec JieueHUsl.
B cpaBHeHUM co cTuMyJsiLiveit 6J1yKIarolero HepBa Ke-
TOT€HHAas IueTa padboTaeT ObICTpee: OOBIYHO YIydIleHUe
3aMeTHO yke uepe3 2—4 Hen. OmHOBpEMEHHO YTy4IlIaeTCs
MOBeACHME U TICUXUYecKoe pa3Buthe. DPPeKT KETOreH-
HOM TMETHI COXpaHseTCs U TIOCJIe BO3BPAICHUSI ITallieHTa
K 00bIYHOMY panoHy. HanGonee BeIpakeHHBINH apdekT
IWEThI OTMEUYECH IIPU aTUIIMIHBIX a0caHcaX, MAOKIIOHM -
YeCKUX M aTOHUYeCcKUX Ipuctymnax; no gaHHeM C.O. Aii-
BassHa (2016), KoIMYeCTBEHHOE CHMXXEHUE MPUCTYIIOB
9TOTO THMIIA OTMeYanoch y 74 % MalMEeHTOB, a TOJIHOE
KynupoBanue —y 8 % [1].

HecMmoTpst Ha BO3BMOXKXHOCTY IPUMEHEHUS HEMEIKa-
MEHTO3HBIX METOMIOB JICUCHMSI SIMIIICTICUU, OCTACTCS 3HA-
YUTEIbHAS YACTh MALIMEHTOB, Y KOTOPBIX OIIEPaTUBHOE Jie-
YeHHEe HEBO3MOXHO U aJIbTePHATUBHBIC METOIBI JICYCHUS
(cTuMyIIsIIIMST OJTY>KIArOIIero HepBa M KETOIeHHAs T1eTa)
Hed(deKkTuBHLI. B 3T0# TpyIine mauueHTOB COXpaHsET
CBOIO aKTyaJIbHOCTh (papMaKOTepamnusi ¢ TIOMCKOM HOBBIX
a¢pdexkTuBHBIX ADII. B HacTosiee BpeMs MOSIBUINCH
HoBeimue ADI1 ¢ npUHUMITMATBHO HOBBIM MEXaHU3MOM
NEeMCTBUSA U MEHBIIMM YHMCIOM MTOOOYHBIX 3(p(PEKTOB.
OnnuMm u3 HoBemmx ADIT aBngeTca nepamnanen (aii-
KOMIIa), 3aperucTprupoBaHHbIil B Poccuiickoit @eneparmu
B 2013 r. [Toka3aHue K MpUMEHEHMIO IepaMIaHena — JI10-
ITOJTHUTEIbHAS Tepallnsl y allMeHTOB B Bo3pacTe oT 12 et
U cTapiie ¢ (GOKaJbHBIMM U TeHEpaJnM30BaHHBIMU

npuctynamu [17]. MexaHu3M aHTURIIUIESIITUYECKOIO
JEMCTBUS TIepaMIIaHeIa — BBICOKOCEIEKTUBHOE HEKOH-
KypeHTHoe uHruouposanue AMPA-penenTopoB riy-
TamaTa (OCHOBHOI'O BO30Yy:XKIAIOIIEro HelipoMeauaTopa
LIEHTPaJbHOI HEPBHOI CHUCTEMBbI), PACIIOJOXKEHHBIX
B IIOCTCUHAIITUYECKUX MeMOpaHaX HEMPOHOB Ha YPOBHE
HeokopTekca u runmokammna [11, 17]. baaromapst Beicoko-
CEJICKTUBHOMY MEXaHM3MY ICHCTBUS TIepaMIIaHel 00Ia-
JIaeT OrpaHUYEHHBIM YKCIIOM HeXKeJaTeIbHBIX SIBJICHUIA,
KOTOPBIX MOXHO M30eXaTh IIyTeM YBEIUICHUST BpeMEHHU
TUTpALVU WIN CHUKEHUS 0361 [3].

IIpencraBngeM pe3yabTaThl McclienoBaHUS 3P dek-
TUBHOCTH U IIEPEHOCUMOCTH IIepaMIlaHeNa y JeTei
¢ hapMaKoOpe3nUCTEHTHOM SMUIETICUEit, TIPOBEAECHHOTIO
Ha KJIMHUYecKoil 0aze MHcTuTyTa OETCKOU HEBpPO-
JoTud U smwiencun uM. Cearurensa Jlyku B mepuon
2015-2017 rr.

IHeanio HccaenoBanus SIBIUIOCH M3YICHNE aHAMHEC-
TUUYECKUX, KIMHUKO-3JIEKTpodHIepamorpapruyecKmx,
HENpOBU3YaATU3ALMOHHbBIX U TEHETUYECKUX OCOOEHHOCTEM
MMAIlMeHTOB AETCKOTrO M IMMOIPOCTKOBOTO BO3pacTta ¢ dap-
MaKOpe3UCTEHTHBIMU (popMaMu SMuerncuu, 3G GeKThB-
HOCTH U TIEPEHOCUMOCTH TIepaMITaHesIa B JaHHOM IpyIIIe
IMaIleHTOB.

Mamepuanbi u Memopbl

B uccnenoBaHue BKIOUEHBI 55 MALMEHTOB JETCKOTO
U TIOJPOCTKOBOrO BO3pacTa, 00paTUBLIUXCS B MIHCTUTYT
JIeTCKOM HeBpostorun uM. Cesaturess JIyku B CBSI3U C He-
KypaOeJbHOCTBIO SIUJIECTITUYECKUX TIpUCTynoB. Bee ma-
LIMEHTHI ObUIM 00C/IeN0BaHbl KIMHUYECKA HEBPOJOTOM,
npoBeaeHbl BOM c¢ BkmioueHuem cHa, MPT-uccnenona-
HHE, KOHCYJIBTAIIAS IETCKOT0 IICUXUaTpa, KOHCYIbTAIIsI
TeHeTHKA C BHIIIOJTHEHNEM KapHOTUIINPOBAHMS M HE00-
XOIMMBIX TeHEeTUUECKNX HccaenoBanuii. [lepammanen
(chaiixomIia) Ha3HAYAJIM I10 pe3yJbTaTaM OOCIeIOBAHNUS
B Ka4yeCTBE NOITOJHUTEIbHOM Tepamuu. Bo Bcex ciyda-
SIX POAUTEIIN TTAIIMEHTOB OB MH(MOOPMUPOBAHEI O TOM,
4yTo nepammaHen (daiikomma) 3apeructpupoBaH B Poc-
CHH JUTSI IPUMEHEHUS y TIAIIMEHTOB B Bo3pacTe ¢ 12 Jier,
¥ TaBaad MH(MOPMUPOBAHHOE COTJIAacHe Ha IIPUEM IIpe-
rmapaTa, YIUTHIBas TSOKECTh TeUCHUS SIUJICIICUM, HEKY-
pabeTbHOCTh MPUCTYIIOB NTPU MpUMeHeHun apyrux ADIT
1 HEBO3MOXKHOCTb IIPUMEHEHUSI aJIbTePHATUBHBIX HEME-
JITMKAMEHTO3HBIX METOIOB JICUCHUS.

Pe3ynbmambl

Ilepammanesn Obl1 Ha3HaYeH 65 malMeHTaM B BO3pa-
cre 1o 18 neT ¢ hapMaKope3uCTEeHTHBIM TEUEHUEM SITH -
nericun. 1o pasupiM npuynHaMm 10 MaureHTOB BHIOBUIN
U3 fJajibHelilnero HaomoaeHus. Takum obpa3oM, uccie-
JIOBaHUE BKIIIOUIJIO 55 manreHToB (33 Maipurka u 22 ae-
BOYKM) B Bo3pacTte OT 2 10 18 neT. PernoHsl ux mpoxu-
BaHMs: Mocksa (18 mammeHToB), MOCKOBCKass 00J1acThb
(12), KpacHosipckuii kpait (4), Kypck (2), Kanuaunarpang
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Taomuna 1. /[uaenosvr nayuenmos, 6KAI0OUEHHBIX 6 Uccaedosanue (n = 55)

Table 1. Diagnoses of patients included in the study (n = 55)

Diagnosis

Number
of patients

Cunapom Becta, cumnroMarudeckuii. [TocneacTBue nepuHaTaJlbHOM I'MITIOKCUU 1 achUKCUU (MH(paHTUIbHbIE
CITa3MEI ¢ 1e0I0TOM B Bo3pacte 3—8 Mec), (hapMaKOpe3UCTEHTHOE TeUeHE 16
West syndrome (symptomatic). Consequence of perinatal hypoxia and asphyxia (infantile spasms with onset at 3—8 months),

drug resistance

CPIHI[pOM BCCTa, cumnromatuueckuii. [locnencreue BHYTPH2KEITYJOYKOBOI'O KPOBOUIJIUAHNUA; OKKIIO3MOHHAA

ruaponedanys, IyHTUPOBaHHAS

10

West syndrome (symptomatic). Consequence of intraventricular hemorrhage; shunted occlusive hydrocephalus

XpOMOCOMHbIC U TCHETUYCCKUEC 3360JIeBaHI/ISI, IIOATBEPKIACHHBIC

Chromosomal and genetic disorders (confirmed)

14

BepositHO, reHeTMUYeCKME (DOPMBI SITUIICTICUN, COMTPOBOXIAIONIAECS MHOXECTBEHHBIMUA aHOMAJTUSIMU Pa3BUTHS
U JieiikonaTtueit (BeposITHO, MEPOKCUCOMHbBIE / MUTOXOHIPHUAIbHbBIE 3200JI€BaAHMS) 2
Genetic forms of epilepsy (suspected) accompanied by multiple developmental disorders and leukopathy (probable

peroxisome/mitochondrial disorders)

HOCJ'IG)I[CTBI/IC TEPIIETUYECKOTO MCHI/IHFOSHHC(I)B.JTI/IT&, KHUCTO3HO-TJIMO3Has TpaHC(l)OpMaHPIH TOJIOBHOTO MO3ra 3
Consequence of herpetic meningoencephalitis, cystic glial transformation of the brain

Tlocnenctaue OCTPOI'o HapymeHuda MO3roBOro KpOBOO6pa]J.[eHI/I9I

Consequence of acute stroke

TTocencTBrie YepermHO-MO3TOBOI TPaBMbI
Consequence of traumatic brain injury

CumrniroMaruyeckast (pokaabHasi Snuiercusi, hokaabHas KOpTUKaIbHasK AUCIUIa3Us JOOHO-BUCOYHOM 001acTH b
Symptomatic focal epilepsy, focal cortical dysplasia of the frontotemporal area

CuMnToMaThdecKast (l)OKaJ'[I:HaH SIMUJICTICUA, (bOKaJ'[BHafI KOpTUKaJIbHasd JUCILIa3us TEMEHHO-3aTbUIOYHOMN

obJyacT 4
Symptomatic focal epilepsy, focal cortical dysplasia of the parietooccipital area
OIUIETICHS C DJIEKTPUYECKUM SITMICIITUYECKIM CTaTyCOM MEIJICHHOTO CHA 2

Epilepsy with electric status epileptic during slow sleep

(2 manmuenTa), Tam6oB, TBepb, Bnagumup, YensomuHck,
Hosoky3nenk, Tatapctan, bamkupus, Mypmanck, Huk-
Huit Hosropon, BrmanuBocrtok, Tyma, Pa3ans, bpsHck,
Coun, ToMck — 1o 1 manmeHTy. YcTaHOBIEHHBIE TMArHO-
3bl BKJIIOYEHHBIX B MCCIIEIOBaHUE MTALIMEHTOB IIPEACTaB-
JICHBI B TaOI. 1.

HeBpoaornuecknii craryc. I[lpu mcciemoBaHun
(GYHKIIUM YepeITHBIX HEPBOB Y 9 IMallMeHTOB OTMEUEHO
Kocorjia3ue, y 5 — Huctarm, y 25 — rceBno0yab0apHbIit
CUHAPOM, MPU 3TOM 9 M3 HUX ITOJIy9aJaud dHTEepaIbHOE
MUTaHUE Yepe3 Ha3oracTpajbHblil 30HI. B nBurareib-
HOIi chepe OTMeUYeHBI MMOBBIILIEHNE MbILIEYHOIO TOHYCA
10 crmacTUYeckomy Ttumy (22 mamueHra), nuddy3Has
MBIIIeYHas] TUIIOTOHUSI — CUHAPOM <«BSLJIOTO peOCHKa»
(14 manueHTOB), TUCTOHWUYECKHE aTaku (5 mammeH-
TOB), TUIIEPKMHE3BI 110 TUITY XOpeoaTeTo3a U bauim3mMa
(4 mauumenTa), atrakcus (10 manuenToB). Y 23 mauu-
€HTOB OTMEUYEHBI IBUTaTeIbHbIE CTEPEOTUIIUM B BUIE
MOTUPAHUS PYK, IEPUOIUYECKOr0 00JIU3bIBAHMS PYK,

XJIOTIAHBSI B JIANOIIHN, IOTPSIXMBAaHUS KUCTIMU. [Toguepk-
HEM, YTO pe3yJIbTaThl KCCICIOBAHMS HEBPOJIOTMIECKOTO
craTyca ObIIM B HOpMeE y 17 maleHTOB.

IIcnxnyeckoe pa3BuTHE OLICHUBAJIY C IIOMOIIBIO TECTA
Bekcnepa (Bep6anbHOTO M HeBepOaJbHOIO BApUAHTOB).
JIve y 3 maumeHTOB YPOBEHD IICUXUIECKOTO Pa3BUTHUS
COOTBETCTBOBAJI HUXHEH I'paHULIC BO3PACTHOU HOPMBI.
OTU IeTU 00YyJaIUCh II0 IIPOTrpaMMe MacCOBOM IIKOJIBI
Ha J0MY (C YIETOM IIPOIOJIKAIOIINXCS SMICIITUICCKIX
npuctymoB). [ToaHoOe OTCYTCTBME MOTOPHBIX, PEUYEBBIX
¥ TICMXO3MOIIMOHAJIbHBIX HABBIKOB OTMEYEHO y 22 Ta-
[UEHTOB. YMCTBEHHASI OTCTAJIIOCTh CPeIHEH U CpeaHe-
TSKEJIOM CTEeNEeHM NUarHOCTUpOBaHa y 25 MalMeHToB,
paccTpOMCTBO ayTUCTUYECKOTO criekTpa —y 11. ¥V 5 ma-
IMEHTOB OTMEYCHEI 3aIepKKa IICUXOPEICBOTO PAa3BUTHS
W TUTIEpIMHAMUYECKII CHHIPOM.

OTaenbHO OLIEHUBAJIM pedb: B 3 ciIydasx peyeBoe
pa3BUTHE COOTBETCTBOBAJIO HOpPME, CKYIHAsI arpaMm-
MaTU4YHasI pedb CO CIOBAapHBIM 3aIllacOM B IIpeaeiax
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Ta6muna 2. Cemuonoeus npucmyno8 y nayueHmos, 6KA0UeHHbIX
6 uccaedosanue (n = 55)

Table 2. Semiology of epileptic seizures in study participants (n = 55)

Type of seizures Number
of patients
[eHepanu3oBaHHbIE:
Generalized:
TOHUYECKHE 20
tonic
MUOKJIOHUYECKUE 15
myoclonic
aTOHUYECKUE 4
atonic
TOHHUKO-KJIOHNYECKIE 15

tonic-clonic

DokanbHEIE:

Focal:
doxarbHBIE MOTOPHEIE ((DapUHTOOPATTLHBIE 22
WJIA TeMUKJIOHUYECKIE)
focal motor (pharyngooral or hemiclonic)

OKYJIOMOTOPHBIE 5
oculomotor

BEpCHUBHbIE 5
versive

ATUTTMIHBIC a0CaHChI 6

atypical absence seizures

ONUIESITUYIECKUI CTaTyC reHepaTM30BaHHbIX
TOHUKO-KIIOHUYECKUX ITPUCTYIIOB 5
Status epilepticus of generalized tonic-clonic seizures

100 cnoB oTMeuyeHa y 7 mauveHTOB. Y 37 mallMeHTOB
9KCIIPECCUBHAS pedub IMOJHOCThIO OTCYTCTBOBAJa, OHU
He IOHMMAaJIM OOpalleHHYIO PeYb M HEe BBIMOJHSIIN UH-
cTpykKuuu. Y 8 malmMeHToOB peyb He Oblia chopMupoBa-
Ha, HO IPUCYTCTBOBAJIH JIeneT U JuddepeHIUPOBAHHBIE
SMOILIMOHAJIbHBIE peaKLUy (HAIIpUMED, IETU pa3indain
CBOUX U YYXMX, PadOBaIUCh IIPpU OOpallleHUN K HUM,
(bukcHrpoBany B3LJIsII Ha JIMLE B3POCJIOI0, pearupoBaii
Ha OKpyXalolee).

XapakrepucTuka npuctynoB. CeMHUOJIOTHS IIPUCTYIIOB
npeacTaBieHa B Ta0JI. 2.

YacToTa mpUCTYIIOB BapbMpoBaia OT 1 pa3a B Hele-
0 10 1000 pa3 (ToHMYecKue cra3Mbl M aTUIIMIHBIE a0-
caHCHI) B cyTKH (Tabi. 3). B nccienoBanuu npeobiaganm
MALMEHThI, Y KOTOPHIX OTMEYaIOCh HECKOJIBKO IECATKOB
IPUCTYIIOB B CYTKU.

ITpoBoiupyiomme GakTophl: y 5 NallMeHTOB ITPUCTY-
IbI IPOBOLIMPOBAIMCH JTUXOPAIKOI, Y 3 IIPUCTYIIbI BO3HU-
KaJIU IPU IPOOYKIEHUHU U (POTOCTUMYJISALIMN.

HN3menennsa nva DBI. Ha DOI mpeobiaganu perno-
HaJIbHblEe U3MEHEHMSI, peXe BbISBJISIach OUaTepaaibHast
CUHXPOHM3ALIMS, a TAKXKE TeHepaJIM30BaHHbIEC MATTEPHbI
(MMK-TOJUIKK-BOJIHOBas 3NuaenTUuoOpMHas aKTUB-
HOCTB) (TabI. 4).

4

Taomua 3. Yacmoma snunenmuecKux npucmynos y NayueHmos,
BKAHOUEHHbIX 6 uccaedosanue (n = 55)

Table 3. Frequency of epileptic seizures in study participants (n = 55)

Frequency of seizures Number of patients
1 pa3 B Heneno 5
Once a week
1—10 pa3 B neHb 10
1—10 times a day
10—20 B meHb 9

10—20 times a day

30—500 pa3 B neHb 20
30—500 times a day

1000 u 6osee pa3 B IeHb 11
Over 1000 times a day

Janasie MPT ronoBHoro mo3sra IIpencTaBJcHBI
B Ta6n. 5. CienyeT OTMETUTD, UTO CJIyYau SIUJIECTICUU,
pa3BUBLICICS B pe3yJibTaTe epUHATAIBHOIO HOPaXKeHUsI
rOJIOBHOTO MO3ra TMIIOKCUYECKH-UIIEMUYECKOI0 reHe3a,
cooTBeTcTBOBaIM Ha MPT mepuBeHTpUKYISIPHOM JIeii-
KOMAJISILIMKM X KOPKOBO-IIOAKOPKOBOM aTpoduu, KaK JIo-
KaJlbHOH, Tak U nuddy3HOI (cymmMapHO 27 ciaydaeB),
a MepuHaTajabHOE MOpaXeHre rOJI0OBHOTO MO3ra, OCI0XK-
HUBILLIEECS KPOBOUBIMUSIHUEM, — KUCTO3HOI TpaHChOp-
Manuu 1 ruapouedanuu (cymmapHo 17 ciydaeB). Takum
00pa3oM, armuiencusi, hapMakope3UCTEHTHAs B pe3yJibIa-
Te TIepUHATAJIBHBIX (paKTOpOB, cocTaBmiia 44 cirydas u3 55,
T. €. IToAaBJIstolIee 0OJbIIMHCTBO. Bee ciiydan HopMaiib-
Ho¥#t kKapTuHbl MPT cooTBeTCTBOBaIM TeHETUUECKMM Ha-
pyieHusM. B psie ciydaeB MUMeI0Ch cOuyeTaHue HECKOJIb-
KUX TUIIOB CTPYKTYPHBIX U3MEHEHUIA.

MeauKaMeHTO3HbIii AHAMHE3 BKJIIOYaJ IIPUMEHECHUE
ot 4 o 11 ABII (puc. 1).

[NepammaHes Ha3HA4YaIu B Ka4eCTBE AOMOJHUTE/Ib-
HOTo mperiapaTa: y 2 mallMeHTOB — 4-M IpernapaTom,
y 32 — 3-m mpenapaTtoMm, y 19 — 2-M nipemaparoM (IIpoun3-
BOAWIACH 3aMEHA IIPEIbIIYIIErO TOMOJIHUTEIBHOTO IIpe-
mapara). TepameBTrdecKas mo3a IepaMIiaHesia Bapbrupo-
Bajia OT 2 10 12 MT/CyT B 3aBUCUMOCTH OT IIEPEHOCUMOCTH
1 KJIMHIYIEeCKOoTro 3ddekra (puc. 2).

MakcuMaibHas IPOJOJIKUTEIbHOCTh TEPAIlUU I1e-
paMIIaHeJIOM B IIpOliecce KaTaMHECTUYECKOro HabJIo-
JIIeHUs cocTaBuia 2 roga 8 Mmec, MUHUMAaJIbHas — 1 Mec
(B 3TOM cCJlydae IpernapaT ObLI OTMEHEH B CBSI3U C BbI-
paXkeHHBIMU MOOOYHBIMU 3(pdeKTaMu B BUJE COHIIU-
BOCTH).

DdderruBHOCT. DPDEKTUBHOCTHL IepaMIIaHeIa
(puc. 3) onleHMBaIN CTAHAAPTHBIM METOIOM — IO YMEHbB-
LIEHUIO YaCTOThI MPUCTYIIOB (COKpallleHUe IIPUCTYIIOB
Ha 25 % — He3HauMTeJbHOE yiydlueHue, Ha 50—75 % —
yay4diieHue, Ha 75 % u GoJiee — 3HAYUTEIbHOE YJIy4dilie-

11
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Tadmuna 4. Hzmenenus Ha sneKkmposnyedharoepamme y NAyUeHMOo8, BKAHHEHHbIX 6 uccredoganue (n = 55)
Table 4. Changes in the electroencephalogram in patients included in the study (n = 55)

Type of epileptiform activity Number of patients

PernonanbHast snmienTopMHast aKTUBHOCTD:
Regional epileptiform activity:

JIOOHO-BUCOYHAs 22
frontotemporal
TeMEHHO-3aThUTOYHAas 16
parietooccipital

MynbsrupernoHaabHast SnuaenTud@opMHasi akTUBHOCTh 2%

Multiregional epileptiform activity

BunatepaibHO-CUMHXpOHHAS SIMWIENTH(HOPMHAS aKTUBHOCTD ¢ TU(G(Y3HBIM pacpoCTpaHEHUEM 13
Bilateral synchronous epileptiform activity with a diffuse spreading

TToJMIuUK-BOJIHOBEIE paspAaabl 6
Polyspike-and-wave discharges

HaTTepH «BCITbIIIKA—IIOAABJICHUEC» 5
Burst—suppression pattern

JloOpokavyecTBeHHbIE AMUIENTU(MOPMHBIE MTATTEPHBI AETCTBA, SJEKTPUUECKUIA SMUIECITUYECKUIA
CTaTyc MEIJIEHHOTO CHa 6
Benign epileptiform discharges of childhood, electric status epileptic during slow sleep

Tlepuonuyueckoe perMoHaIbHOE 3aMeIJIEHUE 10
Regional periodic slowing

Tabmuua 5. /JJannsie MmacHumMHO-pe30HAHCHOL MOMO2PAGUU 20108HO20 MO32a NAUUEHMO8, BKAIOHEHHbIX 8 uccaedosaHue (n = 53)

Table 5. Findings of magnetic resonance imaging of the brain in study participants (n = 55)

Findings of magnetic resonance imaging Number of patients
CTpyKTypHBIX UI3BMEHEHMI HE BBISIBJICHO 13
No structural changes have been detected
KopkoBo-tionkopkoBas arpodust (nuddy3Has 1 JoKaIbHas) 2
Cortical-subcortical atrophy (diffuse and local)
KucTosHas tpaHchopMalius roroBHOro Mo3ra 11
Cystic transformation of the brain
MHoroypoBHeBasi ruapoLedanns 6
Multiloculated hydrocephalus
TlepuBeHTPUKYISIpHAS JTEMKOMATSIIMS 5
Periventricular leukomalacia
TunmoxaMmanbHBIN CKIEPO3 2
Hippocampal sclerosis
JlokasnbpHBIN TIO3 2
Local gliosis
Ty6epnt 2
Tubers
Juccanuedanusa 2

Lissencephaly

®dokanbHass KOPTUKAIbHAS QUCILIA3US 1
Focal cortical dysplasia
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Jlakocamng/Lacosamide
Kap6amasenuH/Carbamazepine
NamoTpugxut/Lamotrigine
3oHncamng/Zonisamide
Cynbtnam/Sultiam
Stocykeumma/Ethosuximide
BeH3opmasenuHbl/Benzodiazepines
fopmoHbl/Hormones
Okckap6asenuH/Oxcarbazepine
®eHobapbuTtan/Phenobarbital
JleBeTupauetam/Levetiracetam
Tonnpamat/Topiramate

BanbnpoeBas kucnota/Valproic acid

0 5

10 15 20 25 30

Puc. 1. Anmusnusenmuueckue npenapamesl, hoay4yaemole halyueHmamu, 6KAH4YeHHbIMU 6 uccredosarue

Fig. 1. Antiepileptic drugs administered to study participants

4% 4%

B 2wmr
4 mr
I 6wmr
8 mr

M 10mr

Puc. 2. Maxcumanvrvie mepanesmuyeckue 003l nepamnanena, NPUMeHs-
suLlecs y BKAHUEHHbIX 8 UCCAe008aHUe NAUUEHIMO8
Fig. 2. Maximum therapeutic doses of perampanel used in study participants

CHWKeHVe YacToTbl MPUCTYNOB:
Seizure frequency reduction:

HO0%

W25%
W50 %
75 %
100 %
1,8%
Puc. 3. Dghghexkmusrnocmos nepamnanena y 8kaoHeHHbIX 8 UccAe008aHUe NA-

YueHmos
Fig. 3. Efficiency of perampanel in study participants

Hue). He orMedeHo TepaneBTUIecKoro 3¢ dexra mpu npu-
eMe repamianeina y 22 (40 %) malueHTOB, B OCTaJIbHBIX
33 (60 %) cnyyasx mepaMmaHesl CHU3UJI YaCcTOTY IIPH-
ctymoB: Ha 25 % —y 1 (1,8 %) nauuenra, Ha 50 % —y 7

(12,7 %), na 75 % — y 17 (31 %), 1 NONHOCTBHIO KYIIULPO-
Bau1 npucTynbl y 8 (14,5 %) nalmeHToB.

IIpu ananu3se 3¢pHEeKTUBHOCTH ITIperapaTa B 3aBU-
CHMOCTHU OT THUIIA NPUCTYNHOB (TabJ1. 6) ObLIO BBISIBJICHO,
4YTO HanboJIee YyBCTBUTEIbHBI K IIepaMIIaHey TeHepalv-
30BaHHBIE TPUCTYITbI; MAaKCUMAJIBHBIN 3 (HEKT OTMEUeH
B OTHOILLIEHMY TOHUYECKUX M MUOKJIOHUYECKUX MIPUCTY-
noB. CpenHssa 3(p(HeKTUBHOCTD MepaMIlaHesia BhISBIeHa
1pu POKaIbHBIX MOTOPHBIX IIPUCTYHAX U AaTUIIMYHBIX a0-
cancax. [lepammanen 0bl1 Hed(hGHEKTUBEH B OTHOIIEHUN
ATOHUYECKUX IIPUCTYIIOB BO BCeX HAOJI0JaeMbIX HAMU
ciay4dasix. UIHTepeCHO OTMETUTD, YTO IOC/Ie Ha3HAYEHUS
rnepamMimaHesa y MallMeHTOB, MMEBIIMX B aHAMHE3€e 11K~
JIENTUYECKUI CTaTyC, OH OOJIbIIEe He TIOBTOPSIICS, a 'y 2 Ma-
LIMEHTOB ¢ (heOPUIbHO-IIPOBOLMPYEMbIMU IPUCTYIIAMU
Ha (poHe mepaMIlaHesa IIPU MOBBILIEHUN TeMIIepaTyPhl
MIPOBOKALIMU IIPUCTYIIOB HE OTMEYAJIOCh.

ITonpoGHee paccMOTpUM Ciydald MOHOT€HHBIX 31~
JIETITUYEeCKUX 2HIedamonatuii (Tadu. 7), MOCKOJBKY
B 9TUX CJIy4Yasix MOXHO MpOaHaJIM3UPOBATh ACHCTBHE I1e-
paMIlaHesIa IpYU U3BECTHOM MeXaHM3Me 3IUJIeITOreHe3a.
Ha ¢one npuema nepamMmnanesia JOCTUTHYTA peMUCCUS
B OTHOLIEHUM BEAYILIEro TUIIA IPUCTYIOB (ciayyau 1—6).
TeHepanu3oBaHHbIE MPUCTYIHI KYIMPOBaJINCh Ha (poHe
Tepanuy MepaMIilaHeJIOM y MaJlbuuka 4 JIeT U IeBOYKU
2 JIeT ¢ paHHEN MIaAeHYECKOM SIMUIECNITUUECKON DHIIE-
danmomarueit 11 Tuna (myrauus reHa CDKL5), a Takke
y Masibunka 16 jer u neBouku 12 et ¢ cuHapomom pa-
Be, TIpAYEM IIPU 000MX 3a00JIeBAHUSIX ObITN KYITMPOBAaHbI
MMEHHO reHepain30BaHHbIE IIPUCTYIIbI, HO COXPAHMINCH
aTUITMYHBIE a0CaHCHl Yy MaJIbuMKa ¢ BEpUGULINPOBAHHOMN
mytauuein CDKLS5 n ¢pedpuiibHbIe (DOKaJIbHBIE MOTOPHBIE
TIPUCTYIIBI y 000UX aeTeii ¢ cuHapoMoM JIpaBe. Tem He Me-
Hee [IpUeM IepaMiiaHesia YIydII KaYeCTBO XU3HU CeMeil
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Ta6muna 6. Dppexmusnocms nepamnanena 6 3a6UCUMOCHU OM MUNA NPUCIIYNOB

Table 6. Efficiency of perampanel depending on the type of seizures

Type of seizures

Number of patients

[eHepanu3zoBaHHBIE:

Generalized:
TOHUYECKHE 20
tonic
MUOKJIOHUYECKUE 15
myoclonic
aTOHUYECKUE 4
atonic
TOHUKO-KJIOHUYECKIE 13
tonic-clonic

®dokajbHEIE:
Focal:
(oKaJIbHbIE MOTOPHbIE 20
(bapuHTOOpATHHBIE
WA TeMUKJIOHUYECKIE)
focal motor (pharyngooral or

hemiclonic)

OKYJIOMOTOPHEIE 5
oculomotor

BEPCUBHBIE 5
Versive

ATUTIMYHbIE a6CAHCHI 6

atypical absence seizures

DebpunbHbBIE 5
Febrile
DNUICNTUIECKUIA CTATyC 5

Status epilepticus

Number of patients achieved a therapeutic response to perampanel (efficiency, %)

14.(70,0)
9 (60,0)
0(0)
5(38,5)

9 (45,0)

1(20,0)
2 (40,0)
2 (33,0)

2 (40,0)

5(100)

9THX MALMEHTOB. Y MajburKa 2 JIET C SIMMICIITUIEeCKOMN
sHIedaronaTuei, acCOUMUPOBAHHOM ¢ MyTallMeil reHa
PNKP, Ha ¢oHe TIpreMa IepamItaHesia ObUIH ITOJTHOCTBIO
KyIMpPOBaHBI TeHePAIM30BaHHBIC IIPUCTYIIBI, HO COXpa-
HsTUCh YacThie (1o 20 pa3 B ieHb) (poKaJTbHBIC MOTOPHBIE
npuctynbl. OgHaKo y Bcex 5 mauueHToB (ciydau 1—4, 6)
Ha (oHe IIpueMa rnepamIiiaHena 0oJbllie He OTMEYaJioch
Pa3BUTHS SMUJICTITUYECKOTO cTaTyca (I0 Hadaja Teparun
IepaMITaHeJIOM B aHaMHe3€ Y KaXIIOro 13 IMepedrcaeH-
HBIX TTALIMEHTOB 3apeTUCTPUPOBAHO HECKOJIBKO 3IM300B
SIUJIEIITUIECKOTO CTaTyca, KYIIMPOBABIINXCS B OTACIIC-
HUU peaHUMAaIlii U UHTCHCUBHOM TepaItiy TUOTICHTAJIO-
BBIM HapKo30M). Beicokast 2¢eKTUBHOCTD MepaMIiaHe a
B OTHOIIICHUY OMIaTepaIbHBIX TOHMKO-KIOHMYECKIX ITPH-
CTYIIOB OTMEUeHa y malueHTa ¢ Mmyrauueit rena GABRB3,
koaupyioiero 6enok TAMK-penieniropa (ciny4aii 9). ¥ na-
LIMEHTKU ¢ CUHIpOoMOM AHrenbMaHa (cirydait 10) Ha ¢oHe
ImpreMa IepaMiiaHeIa OTMEYSHO 3HAYMTeIbHOE YpeXKeHUe
¢oKaTbHBIX MOTOPHBIX IIPHUCTYIIOB, JOCTUTHYTA PEMUC-
cHs OMIIaTepaIbHBIX TOHUKO-KJIOHUYECKHUX IIPUCTYIIOB
u Ha 50 % cHMU3UIACh YaCTOTA ATUIIMYHBIX A0CAHCOB.
Ecmu o6patuth BHUMaHMe Ha (PYHKIIMUA TEHOB, TO MPO-
nykt CDKL 5 ssnsiercs monudukaropoM rpoaykra MeCP2,

KOTOPBHIl, B CBOIO OUEPEb, SIBISICTCSI BHYTPUKICTOYHBIM
0eJIKOM, OTBEYAIOIIMM 3a aKTUBHOCTH OOpa3oBaHUS
MEXKHEMPOHAJIBHBIX CBSI3€i aKCOHOB. HBIMU Cl10BaMH,
u3 niponykra reHa CDKLS5 He cTposATCS pelieNITOPhI KJIeT-
ku. bonee Toro, 3ToT 6€710K MAKCUMAIBLHO 3KCITPECCHUPO-
BaH TOJIKO BO BpeMsI CHHAIITOreHe3a. TakKuM o0pa3om,
CHITPaB CBOIO TEPATOTCHHYIO POJIb B BUAEC HEIOPA3BUTHUS
apbopusaumu y aereii crapie 1 roga, cam mpoaykt CDKLS
He BIMsIeT Ha MOHHBIC KaHabl. COBepIIIeHHO MHOM Mexa-
HU3M 3MWJICNITOTeHe3a Ipy cuHApoMe JIpaBe: MyTaHTHBIA
reH SCNIA nocTossHHO (TTOXXM3HEHHO) BIMSICT HAa TTOTOK
HaTpys 1 pabOTy KaJIneBO-HATPHEBHIX KAHAJIOB HEPOHOB.
Iennr cemeiictBa GABRB oTBeyalor 3a (PyHKIIMOHMPOBaHWE
BaXKHEHIINX TOpMO3SIINX cBsa3eil — TAMKepruyeckmx.
ITepaMmmanel oka3sajicsl IOJIHOCTBIO Hed((PeKTUBEeH
B OTHOIIICHUM STUJICIICUU IIPU TYOEpO3HOM CKJIEpO3e
(cmygau 7 u 8). 3mech yMECTHO 3aMETUTD, UTO B 00OUX CITy-
Yasx MOIBITKA BBECTH IepaMITaHe]I BMECTO BUTa0aTprHa
IIPOBOIMJIACH TI0 TIPOCHOE POIUTENIEH B CBSI3U C TPYIHO-
JMOCTYITHOCTBIO TIOCJIEAHETO IIpernapara Ha TeppUTOPUN
Poccuiickoit @epepanun. Y obeux aeBoyex (8 u 6 yer)
¢ TYOEpO3HBIM CKJIEPO30M Ha (hoHE MPUMEeHEHUS BUTaba-
TPMHA OTMEYAJIUCh peaKue (poKaaIbHBIE MOTOPHBIE (TTepel
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Table 7. Efficiency of perampanel in patients with verified genetic predisposition to epilepsy

Patient Gender Genetic trigger for

epilepsy

Seizures, completely stopped by
perampanel

TOHI/I‘ICCKI/IC, MUOKIOHNYECKUEC

Seizures that were not stopped by
perampanel (frequency reduction, %)

Arunmmanasie abcaHchl (50)

CDKLS Tonic, myoclonic Atypical absences (50)
2 Ken CDKLS5 Muoxkionmyeckue _
Female Myoclonic
3 Myx SCN1A ®DokanbHbIE MOTOPHBIE q)eﬁmeHLIe
Male Focal motor Febrile
4 Ken SCNIA ®DoKaabHBIE MOTOPHBIE q)eﬁmeHLIe
Female Focal motor Febrile
5 Ken CACNAI MI/IOKJ'IOHI/I‘-I.GCKI/IC _
Female Myoclonic
Myx ToHuuyeckune, MUOKJIIOHUYECKUE ®dDokaabHbIE MOTOPHBIE
6 PNKP ; .
Male Tonic, myoclonic Focal motor
®DoxaabHBIE MOTOPHEIC, TOHMYECKHUE,
Ken
7 TS — aTUMUYHBIE a0CaHCHI
Female . .
Focal motor, tonic, and atypical absences
®okanbHbIE MOTOPHBIE, TOHMYECKHE,
XKen
8 TS = ATUMUYHbIE aOCaAHChI
Female . .
Focal motor, tonic, and atypical absences
Myx bunarepanbHble TOHUKO-KJIOHUYEC- ATHmHUHEE a6caHcH (50)
9 Male RB3 e Atypical absences (50)
Bilateral tonic-clonic
GABRBZ, i bunarepanbHbIe TOHMKO-
10 Ken (CMHIPOM AHTEJb- KJI'I) OHIICCKIE ATunuaHbIe abcaHChI (25)
Female MaHa) . 8 . Atypical absences (25)
Bilateral tonic-clonic
(Angelman syndrome)
11 Myx KCNMAI ArrpaBaL[m{ TPUCTYTIOB ®dokaabHbIE MOTOPHBIE
Male Aggravation of seizures Focal motor

MMpOOYXIeHNEM) M HOYHBIC TOHUIECKUE IIPUCTYIIBI, a TaK-
XKe eXeIHEBHbIC aTUIIMIHbBIC a0CAHCHl. 3aMeHY TepaIrnu
IIPOBOAMJIN B 2 3Tala: CHavajla BBOIWIM IIepaMIIaHell,
a 3aTeM IOCTeNeHHO OTMeHIM Buradbarpu. Ha 1-m aTa-
IIe TIpY BBEACHUM MepaMIlaHe/la HUKaKUX U3MEHEHUH,
B TOM YHCJIe HeXeJaTeIbHBIX SIBJICHUI, He Ha0II0IaIOCh.
Ha 2-M sramne 1o Mepe CHUXeHUSI 1036l BUTabaTprHa OT-
MEYaIoCh YBEIMUECHNE JaCTOTHl (POKATbHBIX MOTOPHBIX
1 TOHUYECKUX MIPUCTYIIOB, KOTOPHIE CTAJIN ITOYTH €XKe-
nHeBHBIMU. [ToaToMy majnee npueM BUradbaTprHa ObLUT BOC-
CTAaHOBJICH B MPEXHEU 03¢, a IIepaMIlaHe]l — OTMEHEH.
JlanHoe HabI0IeHNE TTOKAa3bIBaeT HE CTONBKO Hed(hek-
TUBHOCTH IIepaMIiaHea, CKOIbKO 3(P(PeKTUBHOCTb BUTa-
GaTpUHa, SIBJISIOLIEroCs «30JI0ThIM CTaHIAPTOM» (hapMma-
KOTEepanuy py TyOEPO3HOM CKIIEPO3e.

IIpencTaBisger nHTEepec ciayvyail mamueHTa 11,
Y KOTOPOTO BO3HMKJA arrpaBanus IMPUCTYIIOB, —

Majabyuka 7 JeT ¢ (eHOTUIIOM YMCTBEHHOM OTCTa-
JIOCTHU CpelHel CTeleHU, OTCYTCTBUEM BepOalbHOM
KOMMYHHUKAIIUY M HEAOCTaTOYHOUN c(hOPMUPOBAHHO-
CTHIO HaBHIKOB CaMOOOCIYXMBaHUsS. Y 3TOro maim-
eHTa OblJla TUAaTHOCTUPOBaHA AIMMJICITUYECKAS DH-
nedanonatusa BcieacTBue myrauuu reHa KCNMAI,
KOIMPYIOIIEro KajarueBbie KaHambl. Jlo BBeOeHUS IIe-
pamMmnaHeaa ¢apUHIOOpaJbHBIE MIPUCTYIHI, BO3HU-
KapIIue BCKOpPE IOCJe 3achlllaHUs, HaOII0malnuch
c yacToToil 1 pa3 B Mecsl1l, Ha (pOHe IIpUeMa IepaM-
ImaHeJaa IPUCTYIIbl YYaCTHINCH T0 1 pa3a B HeIeIlo.
He ncknmoyeHo, 4To MeXaHU3M JCHCTBUSA IepaMIia-
HeJla KaKUM-TO 00pa3oM CBsI3aH ¢ ITOTOKAaMU MOHOB
KaJIus WIA KaJMeBbIMU KaHaJaMM.

B kayecTBe KiImHMYecKoro npuMmepa 3pGEeKTUBHOCTI
rnepaMITaHesa TP XPOMOCOMHOM ITaTOJIOTUH TIPEICTaB-
JISIEM MCTOPUIO OOJIC3HU TTAallMEHTKU 13 NeT ¢ AMarHo3oM

15
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«CUHIPOM AHTeTbMaHa, CUMIITOMATUYECKAsT MYJIbTU(O-
KaJIbHAsT STTUIETICUSI».

U3 anamuesa: pebenok om 1-ii husuonoeuvecku npome-
Kasuweil 6epemenHocmu, 1-x cpourbix podos. Eduncmeennuolii
pebeHoK 6 cembe; HacaeocmeeHHOCMb He omszouena. Mo-
MOopHble HABBIKU GOPMUPOBANUCH HO 803DACHHBIM HOPMAM.
Hauana camocmosimensto xodums 6 11 mec, c 3moeo 603pa-
cma u 00 HacCMosAWe20 8peMeHl COXPaHAemcs amakmuye-
ckas noxooka. Ilcuxopeuegoe pazeumue c 3adepickoii. Om-
denbHble C108a HA4AAA NPOU3HOCUMb 8 803pacme 2,5 eoda.

Dnunsenmuueckue npucmynst 0e6r0mupo8as 6 603-
pacme 5 mec. Ommeuanucy eepcugHole NPUCMYNbL BNPABO
U 2eMUKAOHUHeCKUe NPasoCmMOPOHHUEe NPUCMYHbL, SRU300U-
yecKu ¢ nepexodom 6 busamepanvhvie MOHUKO-KAOHUYEC-
kue npucmynst (BTKII); wacmoma — do 1—2 npucmynoe
6 Hedento. Haznauen kapbamasenun. Yacmoma npucmynog
3HAYUMEAbHO YMEHbUUAAC, 00HAKO NOABUAUCH NAPOKCU3-
Mbl 8 gude «3amupanus» oarumenvHocmoio 0o 30 c. Jlobasaen
eanvnpoam ¢ HavanvHoim 50 % sghdhexmom; 6 meuenue no-
caedyroueeo 200a 8anbnpoam ympamun 3ggexmusHocmo.
B 1,5 200a nosigunuce npucmynst ¢ GAbMepHUPYIOUWUMU 2eMU-
Kousyavcuamu, yuacmuauce bTKII. B danvheiluiem noayuana
8a1bNPOAM 8 KOMOUHAYUYU C MONUPAMAMOM (8DeMEHHbLL NO-
A0JCUMenbHbLil ghghexm), anrvnpoam 6 KOMOUHAYUU C 1ede-
mupayemamom (pe3Kas azepagauiis cex munog NPUcmynog)
u namompuodxcunom (aeepagayus bTKII). C 7 1iem yuacmu-
AUCH «3AMUPAHUS> (NPEUMYUeCBEHHO 8 YMPeHHee 8peMs),
8bIpadcasuilecs: 8 0CMAaHosKe 0essmeabHOCMU, UNOMUMULL,
AN€2KOM HAKAOHe MYA08UWA U 20/108bl, CAIOHOMEYeHUlU, OMm-
CYmcmeuy peakyuy Ha 6HewlHue CMUmMyasl (amunu4nsie
abcancot). B danvueiiwem 6 mewenue pada nem noayuana
KombuHayuto denakuna xpoHo 6 dose 47 me/Kke/cym u smo-
cykcumuoa 6 doze 33 me/ke/cym. Y4acmoma bTKII cocmag-
asna 1—2 pasa é Hedento, abcancobl 803HUKAAU Kadcdoe Ympo
U OHem nocae cHa.

B Heaponoeuueckom cmamyce: nape3sl OMcymcmeyom.
Hugpgysnas moimeynas eunomonus. Iloxooka amaxmuye-
ckas. Crogaprutii 3anac — oxkono 20 cros. Unempykuyuu no-
HUMaem 4acmu4Ho, 8blNOAHSAEM U30UPamMensHo, ¢ O0AbULUM
mpyoom, nocie MHO2OKPAMHO20 NOGMOpPeHUs. XapakmepHoe
«cuacmausoe», «yavlbaroueecs» gvipaxcenue auya. Macca
mena — 30 ke.

MPT: ymepennas kopmukxaavHas ampogus. BOM
C BKAIOUEHUEM CHA: 3amedneHue OCHOBHOU aKmMueHocmu
@ona, wacmeie dnumenvHvle npobecu 8biCOKOAMNAUMYOHOU
deabma-aKkmueHoCmi ¢ 8KAIOYEHUeM CRAiKo8, OUOKUUnU-
manvHo, ¢ npeobaadanuem caeea, ¢ HapacMaHuem 8o cHe.
Hrmepukmanvro u304uposaHHo 6 aeeoll 100HoU odaacmu
peaucmpupyemcs pedKas nUK-801H084s1 AKMUBHOCHb.

B cea3u c xapakmepHbim gheHOMUNOM, pe3UCmenmHbIMU
InuUAenMUYeCKUMU RPUCMYNAMU U CReyuduuecKumu usme-
Henuamu Ha DI nayuenmka Hanpaeiena Ha MOAEKYAAPHO-
eeHemuueckyro duaeHocmuky. O6Hapyxcena mymauyus de
novo 6 aoxyce 15q11 — eepugpuyuposarn cunopom Aueens-
Maua.

B eo3pacme 12 nrem npunamo peuwerue o 0odasreHuu
K 8aabnpoamy u 3mocyKkcumudy nepamnanend, HauuHas
¢ 0036l 2 Me/cym Ha HOUb C yeeauueHuem Ha 2 me Kaxicovie
2 Hed. Koneunas doza — 8 me/cym 00HOKPAMHO HA HOYb.
Jlobasaenue nepamnanena nocie 8bixo0a Ha NOAHYH 03y
HeMmedneHHO 0Ka3ano Ihgekm Ha wacmomy snusenmuue-
ckux npucmynos u peyrsmams. BOM: ¢ meuenue 4 nocae-
dyrouux mecayeé KOHCMamupo8aiocs NOAHOe OMCYmcm-
sue gokanvHolx MomopHoix npucmynos u bTKII, yacmoma
amunu4ubix abcancoe ymeHvuwuaacy 6onee yem Ha 75 %.
Cnedyem ommemumes, umo npaKmu4ecKu 8 meyeHue gceil
JHCUBHU NAyUeHMKU He 0bl10 nepuodoé omcymcmeus go-
KanbHblx npucmynos 6 meuerue 4 mec. BOM c exaouenu-
eM CHA nPO0eMOHCMPUPOBAN NOAHOe DA0KUposaHue gokyca
InuIenmupopMHOL aKMUBHOCMU 8 1e60il 100HOI obaacmu
U 3HaA4UmMenvHoe YMeHbUleHUe UHOeKca Namoao2u4eckoll
ouokyunumanvroi akmusrnocmu. Cnycms 4 mec mepanuu
nepamnanenom oKaibHvle MOMOPHbLE NPUCMYHbL 80300HO-
suaucs. B nacmosuee apems nayuenmra npodoadcaem no-
AYHaAmMy nepamnanen, 00uwas npoooaICUmMenbHOCMy mepa-
nuu — 16 mec. Yacmoma ok anbHbix MOMOPHBIX NPUCMYNOE
cocmasasem 1—2 paza é mecay, bTKII cmoiiko omcym-
CMBYIOm, YMEeHbUUAAC, HACMOmMa amUnU4HbIX A0CanCo8.
Ilobounvie 3gpghexmovr mepanuu He ommeueHbl.

HexenarebHbie 3(¢eKThI ITIepamMIiaHesa, HadIoaaB-
1IIMECS B HAIIIEM UCCIIEIOBAHUM, TOAPOOHO MPENCTABICHBI
B TaOII. 8.

IIpuyuHbl OTMEHBI MEpaMIaHea IPENCTABICHBI
Ha puc. 4. YUuTsiBass BHICOKYIO 4aCTOTy MPUCTYMOB
y BKJIIOYEHHBIX B MCCJIENOBAHME MALIMEHTOB, NIPU OT-
cyrcTBUM 3¢d(dexra B TeueHUe 3 Mec mpernapar Ipu-
3HaBaau He3PPEKTUBHBIM U OTMeHsIU. [Togo6Has
KapTHHA TOJHOTO OTCYTCTBUS 3d(deKTa oT mpuema
nepamMIiaHesia Habmiomanach y 22 mauueHToB. Clie-
JIyeT OTMETUTh, UTO J03a MepaMIiaHesia MOBBIIIAIACh
o 8§ MT'/CYT, HO IIpX 3TOM HU B OTHOM CJIy4dae cpeau 22
MalMEeHTOB 03 MOI0XUTEIHLHOro 3(p(eKTa He OTMEYEHO
1 TOOOYHBIX 3(ppekToB. JInib y 4 malMeHTOB B Havaie
MOBBILIEHUS 103l OTMEYaIach HEOObIIAs COHJIUBOCTD,
KOTOpasi perpeccupoBaiia Mo Mepe JalbHEeUIIero mpu-
eMa mepamMraHena.

Jpyrue nmpu4nHbl OTMEHBI BKITIOYAIN Cly4au, KOT-
Jla Ha HU3KUX N03ax mpernapata 3¢ dexTa B OTHOIIEHU N
MPUCTYTIOB HE OTMEYAI0Ch, 2 TIPU MOBBIIIEHUU TO3bI
MPUCTYIIBI KYMTUPOBAIUCH, HO Pa3BUBAIACh PE3Kasl CO-
HJIMBOCTH (8 ciydyaeB). Tsokenrass COHIUBOCTD C Pa3BU-
THEeM coropa, Aucharuu, IUCIHO3, MpUBEAIIas K He-
MEIJICHHOW OTMEHE MepamIlaHesna U MoTpedoBaBIIas
TOCMUTATU3AIIMN B OTACJCHUE PeaHUMAIlUU U UHTEH-
CHUBHOIi Tepanuu, oTMe4eHa B | ciyyae — y MaiueHTKu
¢ mytauueit CDKL5. B 2 cnyyasgx poauTesu MalueHTOB
OBLTM BBIHYXICHBI OTMEHUTH MIPETIapaT B CBS3U C €TO0 BbI-
COKOM CTOMMOCTBIO.

B Hacrosiiee Bpemst 20 (36,4 %) naLyeHTOB IIPOAOJI-
JKaloT TIPUEM TiepaMIiaHena.
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Table 8. Adverse effect of perampanel in study participants

Adverse effect

COHJIMBOCTh
Drowsiness

BsinocTb,
Oe3bIHUIIUATUB-
HOCTb

Apathy, passivity

MpblmregHast
TUITIOTOHUS
Muscle hypotonia

Arakcust
Ataxia

OTKa3 OT elIbl
Refusal to eat

Number
of patients

10

17

11

Comment

Kemaembiit mo004HBIN 3(D(HEKT, TaK KaK paHee IeTU MaJio CIaju,
OBLTM BO30YKIEHBI, TUIIEPaKTUBHEBL. Ha oHe mpuema mepammaHena
YIAYyUYIIWJICA COH, IE€TU CTAJIM YCUAYMBEEC, BHUMATEIBHEC, ITOSIBUIACH
BO3MOZKHOCTb BBCJICHHU A pa3BUBarOIIUX 3aHITUNR

Drowsiness was a desirable adverse effect, because these children used to be
hyperactive and agitated, slept very little. The use of perampanel improved their
assiduity and attentiveness, allowed developing lessons, and normalized sleep

Tpan3uTopHasi COHJIMBOCTb, ITpoxosias yepe3 S—10 qHeit npuema
WJIW TIPY CHUXKEHUU 03Bl (KaK MPaBUiIo, ¢ 6 10 4 Mr)

Transient drowsiness, eliminated during 5—10 days after starting perampanel
or after dosage reduction (usually, from 6 to 4 mg)

BBIpa)KeHHa?[ COHJIMBOCTbD: JE€TU CIIaJIM HOYbIO U THEM. Bo Bcex
CJTy4yasix IPUCTYIIbI ObLIM KYyMMPOBAHBI, OHAKO U3-3a PE3KOW
COHJIMBOCTH TIperapaT OTMEHEH IO MPOCch0e poauTesieit, HO C UX CO-
XaneHueM: «OueHb XOpOoILuii penapaT B OTHOILIEHUU TTPUCTYIIOB,
HO peOeHOK Bce BpeMst CITUT. JIydiire mMpruCTyIbl y aKTUBHOTO PeOeH-
Ka, YyeM TIOCTOSTHHBIN COH»

Pronounced drowsiness during the day and night. In all patients, seizures were
stopped; however, the drug was ceased due to severe drowsiness upon parents»
request. Parents stressed that the drug was “very good in terms of the seizures,
but it made the child sleep all the time”. They declared that they would rather
have an active child with seizures than constantly sleeping child

BripakeHHast mocTosiHHAs (HOYHAsI U THEBHAS) COHJIMBOCTb,

HE 1Ipoxoadiias CoO BpEMEHEM

Permanent and pronounced drowsiness (during the day and night), which
does not disappear over time

BeIpaxkeHHas COHJIMBOCTb, MOSIBJIEHUE CTA00CTH MBI TIIOTKH,
I[I/IC(baI‘I/IH, JUCITHOOS. HpOBe)leHa HEMEIJICHHAasd OTMEHA II€paMIlaHe-
Jla U I€BUHTOKCUKAIIUA B OTACJICHUN pCaHUMallun 1N WHTEHCUBHOM
Tteparmu. BoccraHoBieHNE (PYHKIINY TIIOTAHUS M1 CAMOCTOSITEIEHO-
T'O IbIXaHUA YEPE3 48 4 mocyie OTMEHBI nepamMiiaHenaa

Pronounced drowsiness, weakness of the pharyngeal muscles, dysphagia, and
dyspnoea. Perampanel was immediately ceased; patients underwent
detoxification in the intensive care unit. Swallowing function and spontaneous
breathing were restored within 48 hours after perampanel cessation

HOpMaJII/IBaLII/Iﬂ COCTOAHUA ITOCJIE CHU2KEHUS J1O3bI
Normalization after a dosage reduction

CHUXeHue 103bl He TIOMOTJIO
Dosage reduction was ineffective

Bo Bcex ciryuasix apekT paciieHeH Kak MOJIOXUTEIbHBIN, TaK

KaK YMEHBIIWIACh UCXOAHAS CITACTUKA

In all patients, the effect was considered positive, because perampanel reduced
initial spasticity

B GosbIIMHCTBE cilyyaeB YMEHBIIWIACH IO MEPE MPUBBIKAHUSI.
W3onupoBaHHast aTakcust (0€3 COHJIMBOCTA) HY B OMMTHOM CJIydae
He TOCTyXX1J1a TPUUYUHONM OTMEHBI MpenapaTa

In most of the patients, it steadily decreased. None of the patients stopped
perampanel due to ataxia alone (without drowsiness)

HopMmanu3aiius anmeruTa mo Mepe npuBbikaHus. B nanbHeiem
OTMEYEHO YMEPEHHOE CHUXXEHUE alllleTUTa
Steady normalization of appetite with subsequent moderate reduction of it

[IpomoikaroT mprem
IepamMIiaHeaa
Continue treatment with
perampanel

IMponomxkatot puem
IepaMIiaHeaa
Continue treatment with
perampanel

OtMmeHa nepamMIiiaHenaa
Withdrawal of perampanel

OTtMeHa IepaMIiaHeia
Withdrawal of perampanel

OTMeHa nepamMiiaHenaa
Withdrawal of perampanel

[MponomxaroT npuem
repamIiaHena
Continue treatment with
perampanel

OTMeHa TepaMIaHesia
Withdrawal of perampanel

INponomxkatot mprem
repamMIanesa 13 manueHToB
Continue treatment with
perampanel (13 patients)

IMponmomxalot mpuem
epaMIiaHeaa
Continue treatment with
perampanel

IIponokaroT mpyueM
Continue receiving
perampanel

17

cmambpu

meessss O pUTUHANDHEDLE
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4

Oxonuanue mabauupt 8
End of the table §

Outcome

OtMeHa IepaMIiaHeaa
Withdrawal of perampanel

OTtmeHa IepamMIiiaHeaa
Withdrawal of perampanel

Adverse effect Num‘ber S
of patients

ArrpaBanus
TIPUCTYTIOB ) _
Aggravation
of seizures
Bozoyxnenue, OTMeyannch y AeBYIIKM-TIOAPOCTKA, KOTOPast IO 1e0r0Ta STMIeT-
TIOSIBJIEHUE cu B 16 eT HaGIoAaIach MICUXUATPOM C TMArHO30M «PaCCTPOMCT-
HaBA34YUBBIX BO ayTUCTUYECKOTO CIIEKTPA, IIU30TUIINYECKOE PACCTPOUCTBO».
MBICIIEN Dddexr KynupoBaH 100aBlI€HUEM aHTUTICUXOTHUKA (IT0 Ha3Haye-
M BbICKa3bIBa- 1 HUIO TICUXUATPA)
HUU The effect was detected in a 16-year-old girl, which was earlier (prior to
Excitation, epilepsy onset) under the supervision of a psychiatrist due to an autism
obsessive thoughts spectrum disorder and schizotypal disorder. The adverse effect was eliminated
and sayings by a antipsychotic (prescribed by a psychiatrist)

m OtcytcrBue 3ddeKTa B OTHOLIEHUN
npuctynos/No effect against
seizures

m CoHnnueoctb/Drowsiness

m Uanocnnkpasua/ldiosyncrasy

Bblcokas ctoumoctb/ High cost

Puc. 4. [Ipuuunsr ommenvl nepamnanena y 6KAOHEHHbIX 8 UCCAeD08aHUE
nayuenmos
Fig. 4. Reasons for perampanel withdrawal among study participants

06cy:xneHue

Ha MomeHT HanmmrcaHus JaHHOM CTaTbU OMYyOJIMKO-
BaHO HECKOJIBKO MCCIIeIOBaHMIA, Kacaomuxcsa 3hdek-
TUBHOCTH NiepaMiiaHena y gereit [11, 19], B Tom ducie
HCCIeAOBAaHUI POCCUIICKMX aBTOPOB [3, 7].

MynbTULIEHTPOBOE PETPOCIEKTUBHOE HECIIOHCUPY-
eMOe UCCJIe0BaHue KOJUIEKTUBA aBTOPOB U3 ABCTPUH,
ITepmanum 1 JlaHuuM BKITI0O4aJo 58 IMamMeHTOB B BO3-
pacte ot 2 mo 17 net (cpemHuii Bo3pact — 10,5 roma)
¢ ¢hapMaKOpe3UCTEeHTHBIM TeUeHUEM aTuiiencun. B uc-
CJIeAyeMYIO IPYIIY BOLLIM MallMeHThI CO CIEAYIOIIUMU
dopMaMu STIWIETICUN: CUMITTOMaTHYecKast (poKabHast
snwencusi (36 ciiyyaeB), reHepaJln30BaHHAs! SIUICTICHUST
(12 cnyuaeB), cunapom JleaHokca—IacTo (5 ciydaen),
cuHapoM Becta (3 cimywas), cuaapom dpase (2 caydas).
YMenbliieHre npuctynoB Ha 50 % u Gojee yepe3 3 mec
Mmocje Hayvajla mpueMa IiepaMIlaHenaa oTMedeHo y 18
(31 %) nauMeHTOB, IOJIHbII KOHTPOJIb HaJ IPUCTyIaMU
JOCTUTHYT Y 5 (9 %) nmauueHTOB, arrpaBaLiisl IIPUCTYIIOB
otMedeHa B 5 (9 %) ciydasx. 3 no6oyHbIX 3(pheKToB
oTMeyYaiu Bo30yxaeHue (16 ciydyaeB) U HapylleHUeE 10~
BeneHus (14 ciygaes) [12].

Bropoe MyJIBTHLIEHTPOBOE UCCIeA0BaHUE IIPOBEACHO
B Utanuu. O6¢cnenoBanbl 62 nmauueHTa (53 % Maab4uKOB)
B Bo3pacte oT 6 1o 18 net (cpennuit Bo3pact — 14,2 ro-
na), BKiouas 8 mereit mo 12 yet. Kputepun BKIIOYSHMS
MalMEeHTOB B MCCIeqOBaHME: Bo3pacT 10 18 jet, papma-
KOPE3UCTEHTHOE TeUEeHUE SIMMUICIICUM, IIPOAOJIKUTE/Ib-
HOCTb HEIIPEPBHIBHOTO IIpMeMa IepaMIilaHesia — 5 Mec.
Kpurtepun UCKII0YEHMSI: UAMONATUYECKHE TeHEPAIN30-
BaHHBIE (DOPMBI SIWIEIICUU, OTMEHA IiepaMIlaHesa B Te-
yeHue TepBhIX 4 Hen npuema. CpenHUi Bo3pacT nedroTa
STUICTICUU cOCTaBuUI 3,4 roma, cpelHsisa JIUTETbHOCTh
3a60seBanus — 10 (1—16) net. OT™MeYaoch OT 2 MPUCTY-
OB B MECSII J0 HECKOJBKUX IPUCTYIOB B IeHb. CUMII-
ToMaTHU4ecKast (pokaabHasl SIIIETICUs BepuprIpoBaHa
B 62,9 % cnyuyaeB. CpeaHee 4MCI0O paHee MpUMEHsIE-
Meix ADIT — 7. CpenHsist no3a nepammanena — 7 (2—12)
wmr/cyT. [TonoxurenpHBIN 3¢ dEKT IepamMIiaHesia OTMEICH
B 50 % ciyudaeB. [1pucTyIibl KyIIMpoBaHbl y 5 % marueH-
TOB, YMEHbBIIIEHUE YaCTOTHI IIPUCTYITOB Ha 75 % u Gojiee
oTMedeHOo y 16 % maumeHTOB. ATrpaBaliisi MMejIa MECTO
B 9,7 % ciyuyaeB. HexenarenbHble SIBIIEHKS OIIMCAHbBL Y 19
(30,6 %) nauyeHTOB U IPUBEIM K OTMEHE IepaMIlaHeia
B4 (6,5 %) cnyuasax. YacTele HeXeaTeJbHbIE STBICHUS
BKJIIOYAJIMA NIOBEACHYECKNE HapyllIeHus (Bo30yXIeHue,
arpecCMBHOCTbD), COHJIMBOCTD, BSIOCTH [13].

BbiBoAbI
IIpoBeneHHOE HaMU MCCIeAOBAaHUE TTO3BOJISIET CHE-
JIaTh CJICOYIOIINE BHIBOBL:

* TIepaMIaHeN BHICOKO3(h(GEKTUBEH B OTHOIIEHUN
TeHEPATM30BaHHBIX (MUOKIOHUTYECKIMX M TOHUYE-
CKUX) IIPUCTYIIOB Y AeTell M B CpeIHEl CTelIeHN
3P (PEKTUBEH B OTHOLIEHNN (POKATBLHBIX MOTOP-
HBIX IPUCTYIIOB U aTUITMIHBIX a0CAHCOB;
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nepaMnaHen Hea(PeKTUBEH B OTHOILIEHUH aTO-
HUYECKHUX IIPUCTYIIOB;

repamiiaHes] B 1LI€JIOM XOPOILO MEPEeHOCUTCS
nauveHTamu. OTMeHa IepaMIaHeaa o Ipu-
YyHE HeXeJIaTe/bHbIX SBJICHUI (COHIUBOCTh +
MCUXMUYeCcKas BSUIOCTh) IpoBeneHa B 9 (16,4 %)
ciyvasix u3 55. KpoMe 3Toro, ormMevyaauch Takue
HexXeJlaTeJIbHbIE SIBJIEHMS, Kak arrpaBaiust (4 %),
MCUXOTUYECKUI 311304 (2 %), UIMOCUHKpa3Us
(2 %), KoTophle Tak:Ke MPUBEIN K OTMeHe. TpaH-
3UTOPHBIE COCTOSIHUSI — aTakcus (21 %), cHu-
xeHue anmetuta (13 %), pacciaabaeHue MBI
(24,5 %) — He noTpeOOBaIU OTMEHEI MpeIapaTa;
3(HeKTUBHOCTH TIepaMIIaHela B HallleM MCClie-
nmoBaHuu coctaBwia 60 %. B Hacrosiiee Bpems

MPOJOJIKAIOT ITpUEM TepaMmnanena 36,4 % naun-
eHToB. Y 20,7 % malKeHTOB ¢ XOPOILKM TepareB-
TUYeCKUM 3P PeKTOM nepaMIiaHes ObLI OTMEHEH
B CBSI3U C pa3BUTHEM HeXKeIaTeJIbHBIX SIBJICHUIA

*  OTCYTCTBME MOJIOXHUTEIbHOTO 3ddeKTa u He-
JKelaTeNbHbIX ABJIeHNI oTMedeHo v 40 % na-
IECHTOB.

Takum oOGpa3zoM, aHTURMUICTITUYECKUI MpenapaT
nepaMmnaHelsl JOCTaTOYHO Oe3omaceH U 3PdeKTuBeH
IS NallMEHTOB AeTCKOro Bo3pacra. Heobxonumel gajib-
HEUIIME UCCIIeNOBAHMS ITepaMIlaHeia y IETe B BO3pacTe
1o 12 j1eT B CBSI3M C TTOJIyYeHHBIMY JTaHHBIMU 00 3 deK-
TUBHOCTHU IIpeliapaTa B OTHOIICHUM AIIICIITUYECCKUX
MIPUCTYIIOB IIPU (papMaKOpe3UCTEHTHBIX hopMax dIU-
JICTICHH.
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OueHka ocBeomneHHocmu 00 anunencuu cpeau cmyaeHmoB
Bonrorpaackoro rocyaapcmaeHHOro MeUUUHCKOro yHusepcumema
U onpepenexue yposHa cmurMmamu3ayuu anuaencuu

O.B. bexases, E.A. Kapkuna, T.!. KonoBasioBa
DI'bOY BO «Boaecoepadckuii eocydapcmeeHHblii meOuyuHckui ynueepcumem» Munzopasa Poccuu;
Poccus, 400131 Boaeoepad, naowaos Ilaswux bopyos, 1;
Meduyunckuii yenmp Heépoaoeuu, OUazHOCMuUKY U aevenus snusencuu «Inullenmp»; Poccus, 400131 Boaeoepao, ya. Joneykas, 14

Konmaxmot: Onee Barepvesuu benses epileptic-center@mail.ru

Beedenue. Ha cecoonsuinuii dens snunencus ocmaemcsi 0OHUM U3 3a001e8aHuli ¢ Haubonee 8bicCOKUM YPO8HeM CIUSMaAmu3ayuu, u 601bHble
00 cux nop cmanKusaomces ¢ npobaemamu npu NoAyHeHuU 00pazosanus, mpyooycmpoicmee, COyUaNbHOM QYHKUUOHUPOBAHUU U CO30AHUU
cembl. Ymenvuienue cmuemamusayuu 6yoem cnocobcmeogams NOBbIUEHUIO COUUANU3AUUYU NAYUEHMO8 ¢ dnusencueil, a c1e008amenbHo,
U YAyHUEeHUI0 Kauecmea Ux HCu3Hu.

Ileab uccaedosarnus — oueHka ypoeHs oceedomaeHHOCU 00 Snutencuy cpedu cmyodenmos Maaduux u cmapuux kypcos Boaeoepadckoeo
eocydapcmeeHH020 MeduyuHckoeo yHugeepcumema (Boael'MY) u onpedenenue ypoeus cmuemamu3ayuu SnUlencuul.

Mamepuaavt u memoowt. Hamu 611 pazpaboman onpocruk, cocmosuyuii u3 12 eonpocos. B anonumuom onpoce yuacmeoganu 508 cmyden-
moe neuebHo20 u neduampuieckoeo gaxysvmemos Bosel MY. Cmamucmuueckas o6pabomka noayueHHbIX 0AHHbIX NPOBOOUNACH 8 NPO-
epamme Microsoft Excel.

Boi6oowt. Hecmomps na nogwviuenue ocgedomaeHHocmu 06 Snuiencul U 0Ka3aHuu nepeoii MeOUUUHCKoi noMowu OaHHOL Kamezopuu na-
yuenmos, y cmyoenmog cmapuiux kypcos Boael' MY coxpansiomes mHoeue ouubouHble coyuansHoie cmepeomunsl N0 OMHOWEHU K 601b-
HbIM 3nunencueil.

Karouegvie caosa: anuanencusd, cmuemamusayusi, Kayecmeo HCU3HU

DOI: 10.17650/2073-8803-2017-12-4-21-31

ASSESSMENT OF AWARENESS ABOUT EPILEPSY AMONGST STUDENTS OF THE VOLGOGRAD STATE
MEDICAL UNIVERSITY AND ESTIMATION OF EPILEPSY STIGMATIZATION

O.V. Belyaev, E.A. Zharkina, T.1. Konovalova
Volgograd State Medical University, Ministry of Health of Russia; 1 Pavshykh Boytsov Square, Volgograd 400131, Russia;
Medical Center of Neurology, Diagnosis and Treatment of Epilepsy “EpiCenter”; 14 Dontskaya St., Volgograd 400131, Russia

Background. Epilepsy remains one of the most stigmatized diseases; patients still experience multiple problems with education, employment,
social functioning and family creation. Reducing the stigma will help to increase socialization of epileptic patients, hence, improving their
quality of life.

Objective: to assess the degree of awareness about epilepsy amongst junior and senior students of the Volgograd State Medical University
(VolSMU) and to estimate the level of stigmatization of epilepsy.

Materials and methods. For the purpose of the study, we developed a questionnaire containing 12 questions. A total of 508 students of medical
and pediatric faculties of the VolSMU participated in the anonymous survey. Statistical data analysis was performed using Microsoft Excel.
Conclusions. Despite the increasing awareness about epilepsy and first aid for this category of patients, senior students of the VolSM U still have
erroneous social stereotypes about patients with epilepsy.

Key words: epilepsy, stigmatization, quality of life

Bsepnexue

DUUICeIICUSl — COLIMAJIIBHO 3HAYMMOe 3a00JIcBaHNE
HepBHOI1 cucteMbl, B 70 % ciiydaeB noamaoleecss KOH-
tpoutio [7]. U3BecTHO, 4TO Kaxablii 146-i1 yetoBEK B MUpe
cTpajaet snuiencueit [2, 8].

B ucropuueckoM IjlaHe OTHOILIEHUE K OOJIbHBIM
SIMMJIETICUE MOCTOSTHHO MeHsiioch. Ha mpoTske-
HUM CTOJICTUI 3Ta 0O0JIE3Hb CUMTANACh IPOKIISITHEM,

U JIFOIH, CTPafaloNIne SIUISIICHEe, CTAHOBIJINCH U3I0-
savu. B CpenHue Beka yCTaHOBUJIOCh MHEHHUE, YTO SITH-
JIeTICHSI, TIOH00HO MHGEKIIUIM, SIBISETCS 3apa3Hoil 60-
JIE3HBIO, ¥ OOJIBHBIX N30JIMPOBAIN B OTACIHHBIC IIPUIOTHI.
Bo BpeMmeHa HauucTckoi [epmaHuy BceM O0JIbHBIM 211U -
JISTICUEH TIPOBOAWIIACH IIPUHYIUTEIbHAS CTEPUIA3ALIMSI.
B bputanuu 3anpeT Ha 6paku ¢ OOJIbHBIMU SITUJIETICU -
eil peiicrBoBai 1o 1970 r. B 17 mrratax CIIIA mo 1956 &
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0OJIbHBIM 3MUJIETICHEN 3alpellagoch BCTynaTh B Opak; 1mo-
CJICITHUI IITaT OTMEHIUI 3TOT 3aKOH Jinib B 1980 . OmHa-
ko B Muauu n Kurtae Takoii 3ampeT aeicTByeT 10 CUX Op.

Cpenn muMpoKoi IMyO0IUKU CyIIEeCTBYIOT 3a0JTyXKe-
HUSI OTHOCHUTEILHO 3MIUIericuu, (GopMUPYIOIIUE TIpe-
paccynku. Tak, uccinenoaHue, mposeaeHHoe B Utanuu,
IMOATBEPAIIO, YTO MHOTHE CUMTAIOT SITUJICTICUIO TICUXU-
yecKuM 3aboeBanueM [9]. OmHaKO cpeau JIOACH ¢ -
JIeTICHeil ObUIO HeMajio JOCTUTIIMX MUPOBOIO ycIiexa,
Takux Kak Apucrorenb, Hanoneon, Iletp I, Hukkomno
IMaranunm, JIntouc Kappomn, Yapnns Jdukkenc, ®enop
MuxaitnoBuy JIocTOeBCKUIA.

Takum o6pazom, 3NUIEIICUS U3 MEIULIMHCKOU Mpo-
0JieMbl MpeBpaTUIach B MCUXOCOLIMANbHYIO. B amoxy
JIEMOKpATU3alMK OOIIeCTBA U TyMaHU3AIIUY MEIUITHBI
CTaJIv yACNSITh OOJIbIIIOe BHUMAHUE COLIMAIBHBIM acIieK-
TaM Npo0JIeMbl SIIWIEIICUX, YTO BbI3BAJIO POCT MMyOJIMKa-
1y mo sroit teme. Hamnbosee riyookue ucciaeagoBaHus
KayecTBa XMU3HU OOJIbHBIX 3MUIICITICUEIl TPOBOIMINCH
B Benmmkooputanum n CIIA. s nmpoBeaeHUs 3TUX UC-
clieoBaHUi ObLIX pa3paboTaHbl OIPOCHUKHU KaK JJIs Ma-
LIMEHTOB, TaK U IJIs Jiedanux Bpadeit. Tak, «The Stigma
Scale» olieHMBaeT BOCIIpUATHE OOJIBHBIM CBOEH HETIOTHO-
meHHocTH, «I1IKana XKU3HEHHBIX CBEPIICHU» U3MEPSIET
pazInyrs MEXAY JEUCTBUTEIbHBIM U XKETAEMBIM COCTOS -
Huem yenoBeka [4]. Co3gaHbl MHOTOYPOBHEBBIE IIIKAJII,
OLICHMBAIOIIINE BIMSHUE SIUJICTICUM Ha Ka9eCTBO XKM3HU:
ESI-55, QOLIE-10, QOLIE-31, QOLIE-89.

HecMoTps Ha ycmexu, JOCTUTHYTHIE B JIEUEHUU
SIUJICTICUM, TaAKME MaIllMeHTHI 10 CUX IOp CTaJKHBa-
I0TCS1 ¢ MpobJyieMaMu IIpU IOJydeHUU oOpa3oBaHUS,
TPYAOYCTPOMCTBE, COMAIbHOM (DYHKIIMOHNPOBAHUH
U co3maHuu cembu [11]. Jaxke B caMbIX pa3BUTHIX CTpa-
HaX CYILIECTBYIOIINE 3aKOHOIATEJIbHBIC ITOT0XEHUS
3HAYUTEJIbHO OTPAHNUYMBAIOT COMAIBHYIO aKTUBHOCTD
0OJILHBIX dTIWJIETICUEelt, IPUBOAS K UX COLIUAIbHOM ne3a-
mantauuy v uzonguuun. B Beaunko6purtanum n CIIHA
10 1970-X TogoB MM MOXHO OBLI0O 3aKOHOIATEIbHO OT-
Ka3aTh B JOCTYIIE B PECTOpaHBI, TeaTPhl U ITaXe BCTY-
wieHuu B Opax [9]. Takum o6pa3zoM, MHOTHE OOJTbHEIE
SIWICIICHE B COBPEMEHHOM OOIIECTBE IMOIBEPTaIOTCS
BBIPAXX€HHOW COLIMAJIbHON AMCKPUMMHALIMU U XKECTO-
KMM COLIMaJbHO-TPYIOBbIM OFPAaHUYEHUSIM, CYLLIECT-
BEHHO YIIEMJISTIOIINM UX IIpaBa, 4YTO BeleT K CHIDKCHUIO
KadecTBa XU3HU.

OnHUM U3 BaxXHEWIIMX KOMIIOHEHTOB Ae3aaaITa-
LIMY OOJIbHBIX B COLIMAJIBHOM Cpeie SIBJISICTCS CTUTMaTH -
3anus sanuiaercuu [1]. Iloa cturMaTuzaluyeid IOHUMAKOT
BBIIEJICHUE YeloBeKa 10 (haKTy HaaIUIMsI 3a00JIeBaHMS,
BJIEKYyllIee 3a CO00I mpeHeOpekeHue U HeloBepue OKpy-
JKAIOIIMX, 9YTO BCTPEUYAETCS TOCTATOYHO YaCTO B COBpPE-
MEHHOM 00111ecTBe [5]. DnmIerncust Ha CeTOTHSIITHUI
JICHD SIBJISIETCS OOHUM M3 CaMbIX CTUTMaTU3MPOBAHHBIX
3abosieBaHMi. JItoau ¢ anuiencueil HepeaKko CKpbIBalOT
CBOM OMArHO3, IMOCTOSTHHO HAXOISITCS B CTpaxe Iepen

pPa3BUTHUEM TPUCTYNA B NPUCYTCTBUU MOCTOPOHHUX,
nepena HENpeacKazyeMOCTblO BOBHUKHOBEHUS TIPUCTY-
OB 1, KaK pe3yJibTaT, MOrPyKaroTcsl B CBOIO MPOOIEMY,
YTO MOXET MPUBECTU HE TOJBKO K COLIMATIBbHON U30JIs1-
UM, JENPECCUU, CHUXKEHUIO YCIIEBAEMOCTHU IPU 00yUe-
HUU, HO U K YTPOXKAIOILIMM 3I0POBbIO U XKM3HU MOCEI-
CTBUSIM [2].

B Poccuu snunencus siBjasieTcst NPernsiTCTBUEM 151
paboTHI BOIUTENIEM, BPAauOM, YUUTEJIEM W apTUCTOM [ 3],
B TO BpeMsI KaK B psilie 3apyOeKHbIX CTPaH MO peKOMEH1a-
nusM MexxayHapoaHOM MTPOTUBOIMMIIETITUYECKOMN JTUTU
JIEUCTBYIOT Wb OrcbepeHIIMPOBAaHHBIC OTPAHUICHUS
JIJIsT HEKOTOPBIX TTpodeccuii.

Bonpoc 0 BO3BMOXHOCTU BOXIEHWSI aBTOMOOWJIS SIB-
JISIETCS CJIOKHBIM U TpeOyroimuM oocyxaeHus. I1o naH-
HBIM Dsiia aBTOPOB, SMUJIENITUYECKUE MPUCTYIIbI, pa3-
BUBIIIKECS BO BpeMsI BoxneHus1, mpuBomvuin K JITIT [10].
B Takux crpanax, kak Poccusi, fAnonus, bpa3zunus, cy-
1LIECTBYET 3aIlpeT Ha BOXAEHME TTOC/IE TTEPBOro MPUCTyNa
u Hagcerna. Ilo pesynbraTtam ucciienoBaHusl B Benuko-
OpUTaHUU, HEBO3MOXHOCTb BOXIEHMSI aBTOMOOWIISI — OC-
HOBHOM (paKTOp, OTPHUIIATEIHLHO BIMSIONINI HA KAYECTBO
JKU3HU OOJIBHBIX 3MMJIEIICuei [6].

Bo3MoKHOCTB BCTYIUIEHHUS B OpaK TaKKe CTaHOBUTCS
00JIb11I01 MTPO6IEMOIi: YCTAHOBJICHO, YTO JIIOIU C SIUIETI-
CHE pexe yCTpanBaloT CBOIO JIMYHYIO KU3Hb [3, 6].

ITpoGnemMa cturmaTU3alMy 3MWIETICUX TpUodpeTaeT
Bce OOJIBIIIYIO aKTyaJIbHOCTh B Poccuiickoit Menepannu.

Ieabto HacToOsIIICH padOTHI ObLIA OIIEHKA YPOBHS OC-
BEIOMJIEHHOCTHY 00 3MUJIEIICUM Cpelu CTyaeHTOB Boiro-
rpajacKoro rocyiapCTBEHHOrO MEAULIMHCKOTO YHUBEPCU-
teta (BonrI'MY) u onpeneneHne ypoBHS CTUTMATA3ALIMHI
SIJICTICUU.

Mamepuanbi u Memofbl

Hamu Ob11 pazpaboTaH ONPOCHUK, COCTOSIIUIA
13 12 BOIIpocoB, 4 U3 KOTOPBIX HalleJIeHbI Ha OIpeIeie-
HUe YPOBHS 3HAHUI CTYAEHTOB I10 JaHHOI MpobieMe,
a OCTaJIbHBIC 8§ — Ha MX OTHOIIEHHE K OOJTBbHBIM 3ITH-
nencueit. MccnemoBanue npoBoauiaoch B Bourorpane,
Ha 6a3e Bosrorpaackoro rocynapcTBEHHOTO MeIMLIMH-
ckoro yHuBepcutrera (BoarI'MY) cpenu cTyneHTOB Jie-
yeOHOTO M IeauaTpuieckoro (pakyiabpreToB. B aHOHUM-
HOM orpoce ydyacTBoBaiu 508 pecroHAEHTOB, Cpean
KoTopbix 66110 210 (41,34 %) cTyneHTOB 1—2-10 KypCcOB
u 298 (58,66 %) crymeHTOB 5—6-ro KypcoB. CTaTUCTU-
yecKas 00paboTKa IMOJyIeHHBIX JaHHBIX IIPOBOAMIIACH
B iporpamme Microsoft Excel (p = 95 %).

Pe3ynbmambi

Cpennuii Bo3pact onpoiueHHbix — 20,83 roga (ot 16
1o 33 ner). Cpenyt y4acTBYIOIINX B UCCIICIOBAHUY CTYICH-
TOB IIpeobIagaIy JnLa xXeHckoro moua — 375 (73,82 %)
yenioBeK. [loydeHHbIe B pe3y/IbTaTe OIpoca JaHHbIE OT-
paxkeHbI B Ta0J. 1—12 n Ha puc. 1—12.
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Taomuna 1. Pacnpeodenenue omeéemoes Ha 6onpoc «Inuiencus — uzieuumoe 3aboreséanue >

Table 1. Distribution of answers given by respondents to the question «Is epilepsy a curable disease ?»

Students of the Faculty of General Medicine

15t and 2" year
students

5th and 6th year

students students

15t and 2" year

Students of the Pediatric Faculty

5th and 6th year
students

15t and 2" year
students

5t and 6th year
students

%:; 36 37,60 36 7,02 39 35,95 34 25,90 75 36,72 70 23,05
ggT 63 62,40 134 82,98 72 64,05 94 74,10 135 63,28 228 76,95
%
100
20
80
70
st d th , th
60 Cause of epilepsy 1* and 2 5%and 6
50 year students | year students
40 W Jla/Yes
30 W Her/No
20 OpraHn4yecKoe MmopakeHue
10 LEHTPATLHON HEPBHOM CHCTEMBL 55 ¢ 95 58 § 34
0 Organic lesion of the central nervous ? >
124 564 | 12 564 | 12 564 system
Kypel/ Kypebl/ Kypel/ Kypeol/ Kypeol/ Kypeol/
1tand 2" Stand 6™ | 1tand 2"  Sthand 6™ | 1tand 2" 5and 6
year year year year year year ONUIENITOreHHbIE 0Yaru
students students | students students | students students B TOJIOBHOM MO3Te 23 6,21 40 6,38
(TymeHTbl evebHoro CryneHTbl 061wuit nokasatens / Epileptogenic foci in the brain
dakynbrera / Students | neauatpuyeckoro Total OIIVXOIH FOTOBHOIO MO3Ta
of the Faculty of General| gaakynrera / Students O e 21 6,17 30 5,05
Medicine of the Pediatric Faculty
HeiiponHndekuus
Puc. 1. Pesyaomamusr cmamucmuueckoii 00pabomku omeemoe Ha 60npoc Neurginfec(tli)on 23 598 24 344
«Inunencus — usnevumoe 3a601eearue >
F¥g. 1. Results of statistical analysis for the question «Is epilepsy a curable I/IHT(.)KC.I/IKaI.II/IH 16 4,47 20 322
disease ?» Intoxication
CUESES 9 430 16 2,36
Ta6auua 2. [Ipuuuna snusencuu, N0 MHeHUIO CMYO0eHMO08 Stress > >
Maaduiux u cmapuiux Kypcoe Boaeoepadckoeo eocyoapcmeernnozo
MeOULUHCKO20 YHUBepCcumema Tcuxmyeckue 3a001eBaHUS 13 349 12 220
) ) o o ) Mental disorders ’ i
Table 2. Cause of epilepsy in the opinion of junior and senior
students of the Volgograd State Medical University Hespoornueckue 3a6ojieBaHUs
- - 11 3,29 14 2,18
Neurological disorders
PonoBast TpaBma
Birth trauma 9 2,81 10 1,4
Cause of epilepsy 15 and 2" 5% and 6" Hapyuienue 6anaHca 1 geicT-
year students | year students BUSI HEfIpOMeIaToOpOB 7 1,94 9 1,30
-- -- Imbalance of neurotransmitters
. Coomiemmepseetoolics 7 166 6 033
S 95 24,97 186 30,03
Hereditary predisposition n
= onoee 36 8,81 40 13,44
Bpa%BMa TOJIOBHOT'O MO3ra 57 1561 125 19,42
rain trauma
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Puc. 2a. [Tpuuuna snusencuu, no muenuio cmydenmos 1—2-20 kypcoe Boseoepadckozo eocyoapcmaennoeo meOuyuHcKo2o ynugepcumema

Fig. 2a. Cause of epilepsy in the opinion of junior students (I* and 2'? years) of the Volgograd State Medical University
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Ta6muna 3. Pacnpedenenue omeemos na 6onpoc «Heobxo0umo au 60 epemsi cyooposcHo20 RPUCMYNA pazicumams Nayuermy yearocmu 2»
Table 3. Distribution of answers given by respondents to the question «Is it necessary to unclench patient’s teeth during a seizure »

Students of the Faculty of General Medicine

Students of the Pediatric Faculty

Answer
15t and 2" year 5th and 6'h year 15t and 2" year 5th and 6'h year 15t and 2" year 5th and 6'h year
students students students students students students
eeas 63 68,20 47 23,46 65 58,36 25 18,69 128 62,95 72 20,22
ggT 36 31,80 123 76,54 46 41,64 103 81,31 82 37,05 226 79,78

Taomuna 4. Pacnpedenenue omeemos Ha 6onpoc «Juacno3 snusencuu — nokasaunue 04s npepwléanlis bepemeHHocmu %

Table 4. Distribution of answers given by respondents to the question «Is the diagnosis of epilepsy an indication for a pregnancy
termination ?»

Students of the Faculty of General

Medicine Students of the Pediatric Faculty

15t and 2" year 5th and 6th year 15t and 2" year 5th and 6th year 15t and 2" year 5th and 6th year

students students students students students students
e; 27 28,25 33 17,02 32 28,30 7 5,83 59 28,28 40 9,42
ggT 72 71,75 137 82,98 79 71,70 121 94,17 151 71,72 258 90,58
%
%
100
80
w fla/Yes 60
= Her/No 40 = Jla/Yes
2 = Her/No
0
2 o i i o i i o i 1-2-it 5-6-it 1-2-it 5—6-it 1-2-it 5—6-it
- e - e - e Kypchl / Kypebl/ | Kypebl/ Kypebl/ | Kypebl/ Kypebl /
Kypcol / , I:]yp(bl/ X Kypcol / , I?‘ypcu/ : Kypebl / , I;yp(bl/ : 15:2;(1 ond Sthyfnd 6th 15:?[“1 2nd Sthyfnd 6th 15:{][:“1 2nd thy;)nd 6th
t { t t th [ qst t 1
Ptand 2" 5Mand6™ | 1%tand 2" 5Mand 6™ | 1tand 2 5thand 6 year year year year year year
tygart tygart tysart tygart tysart tygart students students | students students | students students
students  students | students  students [ students  students
CryaeHTH neveSHoro CryaeiTs negwarphse- | 0w nokasarens / CrynenTol nevebHoro | CrypeHTbl nepuatpuye- | 06wwit nokasatens /
gakynsrera / Students xoro darymerera/ Total dakynbreta / Students CKOro dakynbTeta / Total
of the Faculty of General Students of the Facult.y'ofGeneraI Stu.d eqts
Medicine of the Pediatric Faculty Wedicne of the Pediatric Faculty

Puc. 4. Pezysbmamor cmamucmuueckoti 06pabomiu omeemos Ha 0-
npoc «/luaenos snunencuu — nokazavue 04a npepviéanus bepemeHHo-
cmu ?»

Fig. 4. Results of statistical analysis for the question «Is the diagnosis of epi-
lepsy an indication for a pregnancy termination >»

Puc. 3. Pezyabmamsr cmamucmu4eckoli 00pabomku omeemos Ha 80nPoc
«Heo6x00umo au 60 épems cy0opoiCcHO20 NPUCMYNA PA3HCUMAMb NAUUEHIY
uenrocmu %

Fig. 3. Results of statistical analysis for the question «Is it necessary to un-
clench patient’s teeth during a seizure
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Ta6muua 5. Pacnpedenenue omeemos na eonpoc «Ecmb au 'y uenogeka ¢ snunencueii KoeHumugHvie HapyuleHus >
Table 5. Distribution of answers given by respondents to the question «Does a person with epilepsy have cognitive disorders »

Students of the Faculty of General
Medicine Students of the Pediatric Faculty

15t and 2" year 5th and 6th year 15t and 2" year 5th and 6'h year 15t and 2" year 5th and 6'h year
students students students students students students

10 10,87 19 8,85 14 12,48 15 11,35 24 11,73 34 10,55

Yes
ggT 89 89,13 151 91,15 97 87,52 113 88,65 186 88,27 264 89,45
%
100
20
0
7
gg 15t and 2" year 5t and 6th year
= [la/Yes tudent students
gg = Her/No Attitude towards S SRS
20 patients with epilepsy
10
0
1-2-in 5—6-i 1-2-it 5-6-it 1-2-it 5—6-it T
Kype! / Kypeol/ | Kypeol / Kypeol/ | Kypeol/  Kypeol/ Tg]gffnaiHTHoe 8 3,56 17 4,67
Ptand 2" Sthand6™ | 1tand 27 5Mand6™| 1tand 27 5t and 6
year year year year year year
students students | students students | students  students CocTpanaHue 7 3.09 16 427
CrypenTol neyebHoro | CryaenTsl neguatpuue- | 06wumit nokasarens / Compassion ’ ’
dakynsrera / Students | ckoro Gakynsreta/ Total
of the Faculty of General Students YKamocTtb
Medicine of the Pediatric Faculty Pity 5 2,30 17 4,11
Puc. 5. Pezyassmamor cmamucmu4eckoii 00pabomku 0meemos Ha 80NPoc SKeTaHue oMoub
«Ecmb au 'y wenosexa c anusencueil KoeHUMUGHbIE HAPYUEHUA D> Willingness to help 6 2,50 13 3,20
Fig. 5. Results of statistical analysis for the question «Does a person with
epilepsy have cognitive disorders »
HacTtopoxeHHoCTh
Suspicion 9 3,63 9 2,37

Tadmuua 6. Omuowenue cmyodenmog Boacoepadckoeo eocyoap-

CMBEHH020 MEOUYUHCK020 YHUBEpCUmMema K nayueHmam

¢ snunencueil ]Sz’Bax(et}me 0 0 3 1,37
espec

Table 6. Volgograd State Medical University students» attitude

towards patients with epilepsy

BHumarenbHOe
Attentive 7 2,97 0 0
15t and 2" year 5t and 6th year goé{HMaHI./IC 6 2,40 0 0
students students e
Attitude towards
patients with epilepsy hit
PYXECTBEHHOE
D el e e Mevee 4 om0 o
gggg‘a‘i‘m’ﬂoe 101 40,33 173 52,88 .
Fapax 2 0,90 0 0
ear
HeitrpansHoe
72 29,90 64 17,23
Neutral 9,9 ’ 3aTpyaHSIOCh
OTBETUTH 4 1,85 9 2,54
EO‘IYBCTBI/IC 3 1.43 29 735 Difficult to answer
mpathy
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= HopmanbHoe / Normal

u HevitpanbHoe / Neutral

u Couyscraue / Empathy

m TonepaHTHoe / Tolerant

= (octpapanue / Compassion

= Xanoctb / Pity

= Xenanue nomoub / Willingness to help

= arpyaxaiocs otBeTuTb / Difficult to answer
= HactopoxeHHoCTb / Suspicion
u YBaxeHue/ Respect

= HopmanbHoe / Normal

= HeitrpanbHoe / Neutral

= HactopoxeHHocTb / Suspicion

= [lpouee / Other

= TonepanTHoe / Tolerant

= (Coctpagatue / Compassion

= BHumarenbHoe / Attentive

u Kenanue nomoub / Willingness to help
= Monnmanue / Understanding

= Kanoctb / Pity

= 3aTpyHsatock oTBeTTb / Difficult to answer
= [ipyxectenoe / Friendly

= Couysctaue / Empathy

= (rpax/ Fear

Puc. 6a. Omuowenue cmyoenmos 1—2-20 kypcog Boaeoepadckozo eocyoap-
CMBEHHO20 MEOUUUHCKO20 YHUBEPCUMEMA K NAUUCHMAM C SNUAencueil
Fig. 6a. Attitude of the I¥ and 2" year students of the Volgograd State Med-
ical University towards patients with epilepsy

Puc. 66. Omuowenue cmydenmos 5—6-e0 kypcoe Boaeoepadckoeo eocydap-
CMBEHH020 MeOUUUHCK020 YHUGePCUMema K NayueHmam ¢ dnuiencueil
Fig. 6b. Attitude of the 5" and 6" year students of the Volgograd State Medi-
cal University towards patients with epilepsy

Tabmma 7. Pacnpedenenue omeéemog na éonpoc «Qdoaxcunu 6vt Bot denveu uenosexy c snunrencueii ?»

Table 7. Distribution of answers given by respondents to the question «Would you loan money to a person with epilepsy ?»

Students of the Faculty of General
Medicine Students of the Pediatric Faculty
Answer
15t and 2" year 5th and 6'h year 15t and 2" year 5th and 6'h year 15t and 2" year 5th and 6'h year
students students students students students students

Yes 89 88,95 141 81,91 101 91,23 109 86,30 190 90,17 84,89
EST 10 11,05 30 18,09 10 8,77 19 13,70 20 9,83 49 15,11

Taomuua 8. Pacnpedenenue omeemog Ha éonpoc «Co30anu au 6vt Bl cembio ¢ 4ea08exom, cmpaoaruum snuiencueti

Table 8. Distribution of answers given by respondents to the question «Would you create a family with a person who has epilepsy ?»

Students of the Faculty of General
Medicine Students of the Pediatric Faculty

15t and 2" year 5th and 6'h year 15t and 2" year 5th and 6th year 15t and 2" year 5th and 6'h year

students students students students students students
e:; 48 48,13 95 52,99 7 51,45 66 54,04 105 50,00 161 53,70
Her 51 5187 75 47,01 4 4855 62 4596 105 50,00 137 46,30
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%
100
80
60
40 ® Jla/Yes -
Y
= Her/No Ra /es
20 m Her/No
0
1-2-i 5—6-it 1-2-i 5-6-it 1-2-it 5-6-it . . . . . -
Kypchl/  Kypcol/ | Kypehl/  Kypeel/ | Kypeel/  Kypchi/ 1=2-i 56 | 12t 56| 12 56
1tand 27 Sthand 6 [ 15tand 27 5tand 6t | 15tand 2" 5thand 6t Kypcol/  Kypeol/ | Kypcol/  Kypeol/ | Kypcel/  Kypeol/
year year year year year year 1tand 2" 5thand 6| 1tand 2" Sthand 6™ | 1%tand 2 5tand 6th
students  students | students  students | students  students year year year year year year
CrymenTsi neveGHoro | CryneHTo! neauarpuye- | OBl nokasarens / students  students | students  students studentvs students
(akynsTera/ Students |  ckoro dakybTera / Total CryneHTbl nevebHoro | CryneHTbl neguatpuue- | 06wmii nokasarens /
of the Faculty of General Students (akynerera/ Students | cKoro gakynbreta / Total
Medicine of the Pediatric Faculty of the Faculty of General Students
Medicine of the Pediatric Faculty

Puc. 8. Pesyasmamsr cmamucmuyeckoil 06pabomiu omeemos Ha 60npoc
«Cozdanu au 6vl Bol cemblo ¢ uenogekom, cmpaoaiouum snuiencuei >»

Fig. 8. Results of statistical analysis for the question «Would you create a
Sfamily with a person who has epilepsy »

Puc. 7. Pesyasmamol cmamucmuyeckoil 06pabomiu omeemos Ha 60npoc
«Odonxcunu 6v1 Bt Oenveu uenoseky c anunencueii »

Fig. 7. Results of statistical analysis for the question « Would you loan money
to a person with epilepsy ?»

Taomma 9. Pacnpedenenue omeemos Ha éonpoc «Cuumanu 6bt Bot keapmupy coemecmmo ¢ uenosexom, cmpaoaowum snuiencueii 2
Table 9. Distribution of answers given by respondents to the question «Would you share a flat with a person who has epilepsy %

Students of the Faculty of General

Medicine Students of the Pediatric Faculty

15t and 2" year 5th and 6'h year 15t and 2" year 5th and 6th year 15t and 2" year 5th and 6'h year

students students students students students students
Yo 64 65,16 116 63,90 66 60,47 85 67,99 130 62,65 201 66,68
EST 35 34,84 54 36,10 45 39,53 43 32,01 80 37,35 97 33,32
%
m [la/Yes m [la/Yes
m Her/No m Her/No
1-2-ih 5—-6-i 1-2-ih 5—-6-i1 1-2-ih 5-6-i1 1-2-ih 5-6-i 1-2-ih 5—-6-i 1-2-ih 5-6-i1
Kypcbl/  Kypcbl/ | Kypcbl/  Kypebl/ | Kypcbl/  Kypebl/ Kypcbl/  Kypeol/ | Kypcbl/  Kypcbl/ | Kypcbl/  Kypebl/
1tand 2" 5thand 6| 1tand 2" 5thand 6t | 1tand 2 5t and 6t 1tand 2™ 5thand 6| 1tand 2" 5thand 6t [ 1tand 2 5t and 6t
year year year year year year year year year year year year
students  students | students  students | students  students students  students | students  students | students  students
CryneHTbl nevebHoro | CryneHTsl neguatpuue- | 06wmil nokasatens / CryneHTbl nevebHoro | CryneHTbl neguatpuue- | 06wmii nokasarens /
dakynbrera / Students | ckoro dakynbreta / Total dakynbrera / Students | ckoro dakynbreta / Total
of the Faculty of General Students of the Faculty of General Students
Medicine of the Pediatric Faculty Medicine of the Pediatric Faculty

Puc. 10. Pezyrvmamor cmamucmuueckoti 06pabomiu omeemos Ha 80-
npoc «Moxcro au ueaosexy ¢ anuaencueil pabomams é cepe 06pazosa-
Hua»

Fig. 10. Results of statistical analysis for the question «Can a person with
epilepsy work in the educational sphere ?»

Puc. 9. Pezyrvmamor cmamucmuyeckoil 00pabomiu omeemos Ha 60npoc
«CHumanu 6v Bol kéapmupy co8MeCnHO ¢ 4eA08eK0M, CHPAoarOuUM Snu-
aencueii >»

Fig. 9. Results of statistical analysis for the question «Would you share a flat
with a person who has epilepsy >»
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Tabmuua 10. Pacnpedenernue omeemoe na onpoc «ModcHo au uenogexy ¢ snusencueli pabomams é chepe 06pazoeanus ?»

Table 10. Distribution of answers given by respondents to the question «Can a person with epilepsy work in the educational sphere ?»

Students of the Faculty of General
Medicine

Answer
5th and 6th year

students

1t and 2" year
students

15t and 2" year
students

Students of the Pediatric Faculty

5th and 6 year
students

5th and 6'h year
students

15t and 2" year
students

% on % on % on % a % o %
e 25 27,17 61 37,33 27 24,47 59 45,95 52 25,73 120 43,18
ggT 74 72,83 109 62,67 84 75,83 69 54,05 158 74,27 178 56,82

Tabmuua 11. Pacnpedenenue omeemog Ha gonpoc «/lonycmuau 6bt Boi npebbigatue ceoux demeii 8 epynne ¢ pebeHKOM ¢ Snutencuei >

Table 11. Distribution of answers given by respondents to the question «Would you allow your children to be in the same group with a child

who has epilepsy »

Students of the Faculty of General Medicine

5th and 6th year
students

15t and 2" year
students

15t and 2" year
students

Students of the Pediatric Faculty

5th and 6th year
students

5th and 6'h year
students

15t and 2" year
students

Yes 86 87,20 142 81,11 90 81,42 114 89,50 176 84,11 56 86,81
ggT 13 2,80 28 18,88 21 18,58 14 10,50 34 15,89 2 13,19
%
100 W [ipyrue BapuanTbl / Other
%0 variants
80 1 Mpu pemuccun B Teuene
70 3-5net/ In remission
% lasting for 3-5 years
120 60 I Mpy pemmcenm /
100 50 In remission
0 M Hukorga / Never
40
© I 3atpypHAKCb 0TBETUT /
= Jla/Yes 30 Difficult to answer
“ m Her/No 20 I Bcerpa/ Atany time
o B B 3aBUCHMOCTU OT GOpMbI
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Puc. 11. Pezyrvmamor cmamucmuueckoti 00pabomku omeemos Ha 60npoc Faculty
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aencueii >»

Fig. 11. Results of statistical analysis for the question «Would you allow your
children to be in the same group with a child who has epilepsy »

Puc. 12. Pezyavmamer cmamucmuueckoli 00pabomku omeemoé Ha 80NpPoC
«Koeda modcHo ebi0amsb 600umensckoe yoocmosepeHue 4en08exy ¢ Snunencueii »
Fig. 12. Results of statistical analysis for the question «When is it possible
to issue a driver’s license to a person with epilepsy ?»

N
Nl

s O pUTUHANDbDHDLE

cmambpu



Cmambu

memmsms O pUTUHAaNDbHDBE

30

wsss' IIETCKOM
HEBPOAOI'MM

CHILD
NEUROLOGY

4

Tabmuua 12. Pacnpedenenue omeemog Ha gonpoc «Koeda mooicro gvidams 600umensckoe ydocmogepenue 4en06exy ¢ snuaencueii »

Table 12. Distribution of answers given by respondents to the question «When is it possible to issue a driver’s license to a person with

epilepsy »

Students of the Faculty of General
Medicine

5th and 6" year
students

15t and 2™ year
students

15 and 2™ year
students

Students of the Pediatric Faculty

5th and 6 year
students

15t and 2™ year
students

5th and 6" year
students

B 3aBucuMocTn
OT (hopMBbI
SMUJIETICUU
Depends on the form
of epilepsy

2 1,58 7 4,31 4

Bcerna 5

At any time 5,81 10

4,66 12

3aTpynHsSII0Ch
OTBETUTH
Difficult to answer

22 24,05 2 1,66 21

Huxorna
Never 56

56,18 104 65,37 57

I1pu pemuccumn 13
In remission

11,11 40 20,69 11

I1pu pemuccumn

B TeueHue 3—5 jiet 1
In remission lasting

for 3—5 years

1,28 7 3,31 2

3,79 2 1,56 6 2,76 9 2,44
10,91 8 5,87 17 8,53 18 5,48
18,82 22 17,08 43 21,26 24 12,13
51,04 46 33,36 113 53,43 150 43,63
9,84 32 25,02 24 10,43 72 23,63
1,75 18 17,11 3 1,38 25 12,67

06cy:xneHue

Ha Bonpoc, n3neynma 1 31uiaerncus, 60JIbITNHCTBO
CTYyIEHTOB OTBETUJIN OTpUIIaTeIbHO. OMHAKO CTYIEHTHI
MJIAAIINX KypCOB JOCTOBEPHO Yallle JaBaJd MOJIOXKH-
TEJbHBII OTBET, OKa3aBIINCh 00JIee ONMTUMUCTUIHBIMH,
YeM CTapIIeKypPCHUKH.

B pasMblIlieHUsAX 0 IpUYMHAX STTUIESTICUA ObIJIO JaHO
MHOXECTBO OTBETOB. ¥ BCeX CTyICHTOB Ha 1-M MecTe oKa-
3JIMCh TAKKME TIPUIMHBI, KaK TeHeTHYeCKasI IIPeapacIiofio-
KEHHOCTb, YePEITHO-MO3IOBBIC TPABMbI M OPTaHUIECKOE
nopaxeHHue TOJIOBHOI'O MO3ra, BKJIIOYAIOIIee OOIbIIYIO
TPYIITy 3a00JIEBaHUIA.

Ha Bonpoc 0 HEOOXOAMMOCTH pa3KUMaHUS Tal-
SHTY YeIIOCTEH BO BpeMsl CYAOPOXHOTO IIPUCTYIA I10-
JaBJISTIONIEe OOMBIIMHCTBO CTYASHTOB MJIAIIINX KYPCOB
AU TIOJIOXUTENbHBIN OTBET. OqHAKO OOJBIIMHCTBO
CTapIICKYPCHUKOB CUMTAIOT TaHHOE ACUCTBHE HElleNe-
COO0Opa3HbBIM.

ABCOIIOTHOE OOJILITMHCTBO CTYACHTOB HE CUMTAIOT
SIUJICTICHUIO TTOKa3aHUEeM UL METUILIMHCKOTO abopTa.

BoNbIIMHCTBO CTyneHTOB 000MX (haKyJbTETOB CUM-
TaroT, YTO JIIOOU C 3MUJICIICHE He NUMEIOT KOTHUTHBHBIX
HapylLIeHUM.

BonbIIMHCTBO CTYIEHTOB XapaKTepU3yIoT CBOE OTHO-
IIeHNE K JIFOASIM, CTpamalollnM SIMUICIICHe, KaK HOP-
MajibHOE¢ W HelTpaiabHoe. [IoMMMO 3TOro, CTYIEHTHI
MJIAIIIAX KyPCOB OTHOCATCS K TAKKUM JIIOISIM C OITacKOiA,
a CTYIEHTHI CTAPIINX KYPCOB COUYBCTBYIOT MM.

IIpu o11eHKe cOLMATBHO-3KOHOMIIECKOI CTOPOHBI ITPO-
0JIeMBbI 0KAa3aJI0Ch, UTO SIWIICTICUS He SIBISIETCS 0apbepoM
TSI OMAJDKMBAHUS ICHET M COBMECTHOTO CheMa KBapTUPHI.

OueHuBast COUUATBHO-TMYHOCTHYIO C(Depy, MbI BbIsIC-
HUJIY, 9TO ITOJIOBMHA BCEX OIIPOIICHHBIX CTYACHTOB OOSIT-
CsI CO31aBaTh CEMbIO C YeJIOBEKOM, CTPATAFOIIUM SITHIICII-
cueii. OmHaKOo OOJIBIIMHCTBO JOMYCTUIN OBl CBOMX JETEM
B IPYIIILY ¢ PeOCHKOM C SIMJICTICUCHA.

Omnpoc moATBEepANII, YTO OOJIBIION MPOOIEMOit OCTa-
€TCSI BO3MOXHOCTh TPYIOYyCTpoiicTBa. BoIbIIMHCTBO CTy-
JIIEHTOB KaK MJIA[IINX, TaK ¥ CTAPIINX KyPCOB CUUTAIOT
HEBO3MOXXHOI JIJ11 OOJILHBIX SITUJIETICUEN paboTy B cdepe
obpa3oBaHusl.

OmHUM 13 BaXXHBIX (DAKTOPOB, BIMSIOIIMX HA CTENIEHb
COLIMAJIBHOTO Y JIMTYHOTO KOM(OPTA, SIBIISIETCS BO3MOXKHOCTD
CaMOCTOSITEIbHOTO BOXIEHUs aBToMoOWIs [6]. MHeHus
CTYIEHTOB 110 3TOMY BOIIPOCY pacXonsTcs. borpmmHcT-
BO M3 HUX CUMTAIOT, YTO JIIOASIM C SIMJICIICUEH HUKOTOA



EKYVCPCHKAMHVI HETC KOM
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HeJIb3sl BbIIABaTh BOMUTEIBCKOE YIOCTOBEPEHUE, OCOOCH -
HO 4aCTO TAaKOi OTBET AaBaJli CTYAECHTHI CTAPIIKX KyPCOB.
Jpyrue cUMTAIOT, YTO YeI0BeKa, CTPANAIOLIETo SIMIETICU-
eif, MOXHO IOMYCKaTh K BOXICHUIO aBTOMOOWIISL B IIEPUOL,
pemuccuu. bosbIast 4acTbh CTYIEHTOB HE YTOUHSIIOT IJTU -
TEJIbHOCTh PEMUCCUU, OCTAJIbHBIE CUUTAIOT JOCTATOUHOM
pEMUCCHIO B TeUeHUE 3—5 JIeT.

.

Takum ob6pa3om, HECMOTPSI Ha TIOBBILLIEHUE OCBEIOM-
JIEHHOCTHY 00 3MUJIENICUM U OKa3aHWUM TePBO MEIULIUH-
CKOM IIOMOIIY JAHHOM KaTeTOPUM NALMEHTOB, Y CTYICH-
TOB cTapuux KypcoB BoirI'MY coxpaHsitoTcss MHOTrue
OLIMOOYHBIE COLIMAJIbHBIE CTEPEOTUIIBI IO OTHOLIEHUIO
K O0JIbHBIM 3TUJICTICUEN.
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MomopHaa u ceHcopHasa ananus: cnoxHocmMu AUarHocMuKu

M.IO. BoosiioBal, A.A. KanycrunaZ, T.A. Bpayno!, M.O. Aépamos!, H.1. Knenukos3, E.B. ITanduiosa3
1000 «Hncmumym demckoii u 3pocaoii nesponoeuu u snusencuu um. Cesmumens Jyku»;
Poccus, 119579 Mockea, ya. Akademuka Anoxuna, 9;
2TBOY «Ilenmp o6pazosanus Ne 1601 um. Iepoa Cosemckoeo Corosa E.K. Jliomukosa»;
Poccus, 127220 Mockea, ya. Huxcnss Macaoexa, 16;
3000 «llemckuii yenmp “Pazeumue natoc”»; Poccus, 127566 Mockea, ya. Pumckoeo-Kopcaxosa, 18

Konmaxmor: Mapus FOpveerna boowinosa mariya_bobylova@mail.ru

Ananus — Hapyuwerue peuu npu HOPMAALHOM CAYXe U UHMeAleKme, PA36UBarueecs Ha (hoHe 0PeaHUUecK020 NOPANCeHUs MO32d 8 nepuoo
00 3-20 200a ncuznu. CucmemHnoe Hedopazeumue pedu Npu ALaluU XapaKxmepuzyemcs HapyuerHuem GoHemuko-goHemMamuuecko2o u Aex-
cuKo-epammamuieckoeo cmpos. Taxoice npu anraiuu mMozym omme4amscs Hepeuegoie CUHOPOMbL: MOMOPHbLe (HAPYUueHUs 08UNCEHUL U KOOp-
OuHayuu), ceHcopHole (HapyuleHUus wy8cmeumenbHOC U 60CHpUsmMuUs) U ncuxonamonoeuveckue. Boldeasgom aianuro MOMopHyHo, ceHcop-
HYIO u cmewianuyro. Ilpu momopHoil arasuu Hapyuiensi opmuposanue dKCHPECCUHOIl peuu, peuesoll NpakKcuc, maxice cmpaoaom
APMUKYAAYUSL, NAABHOCMb Dell, NPU SMOM NHOHUMAHUE YYXHCOoil peuu He HapyuleHo. B Hesponoeuueckom cmamyce MOmMopHas ananus Moxcem
COHEMamuCsl ¢ 04aA208bIMU cUuMnmomamu. Y demeii c MomopHoii araaueii vacmo ecmpeuaemcs aeeopykocmo. Ha anexmposnuegharoepamme
MOJCHO BbIABUMb PE2UOHAAbHOE 3aMedNeHue uny Inuienmudopmuyo akmuerocms. CeHCOpHas ananus — HapyuieHue NOHUMAaHUs peuu
NpU COXPAHHOM 1eMEeHMAapHOM cayXe, 6moputHoe Hedopazeumue coocmeennoll peuu. Ilpu cencopHoil araruu npeumyujecmeeHHo cmpaoa-
em peuesoil eHO3U3, M. e. HAPYuaemcs AHAAU3 38VK08, 8 MOM HUCAe CALIUUMOLL peyl, He QOPMUPYemcs C8513b Melcdy 36YK08bIM 00pa3om
U 0003HaAUAEMbIM UM NPeOMEeMOM — PeOeHOK CAbIUUM, HO He NOHUMAem 00paueHHYo peys (cayxoeas aeHosus). Pacnosnasanue u oughge-
PEHUUANbHAs OUACHOCMUKA AAAAUU O4eHb MPYOHbL U MPeGYom UCKAOHeHUs MY20yX0CmU U ncuxuueckux Hapyuenuii. Hepedko das npa-
BUAbHOII OUACHOCMUKU MUNA Pevesoeo HapyuleHus mpedyemcs HeCK0AbKO Mecsiues Hadaodams 3a pebeHKOM.

Karouegvie caosa: MomopHas aranus, ceHCOPHAs AAANUS, peyegoe pasgumue y demell

DOI: 10.17650/2073-8803-2017-12-4-32-42

MOTOR AND SENSORY ALALIA: DIAGNOSTIC DIFFICULTIES

M. Yu. Bobyloval, A.A. Kapustina®, T.A. Braudo!, M.O. Abramov', N.I. Klepikov’, E.V. Panfilova’
1Svt. Luka’s Institute of Child and Adult Neurology and Epilepsy; 9 Akademika Anokhina St., Moscow 119579, Russia;
2Educational Center No. 1601 named after the Hero of the Soviet Union E.K. Lyutikov;
16 Nizhnyaya Maslovka St., Moscow 127220, Russia;
3Center for Children’s Development (“Razvitiye plus”); 18 Rimskogo-Korsakova St., Moscow 127566, Russia

Alalia is a speech disorder that develops due to organic brain damage in children with normal hearing and intelligence during the first three
year of life. Systemic speech underdevelopment in alalia is characterized by violations in the phonetic, phonemic, lexical, and grammatical
structure. Patients with alalia can also have non-speech related impairments, including motor (impaired movement and coordination), sen-
sory (impaired sensitivity and perception), and psychopathological disorders. There are three types of alalia: motor, sensory, and mixed.
Children with motor alalia have expressive language disorders, speech praxis, poor speech fluency, impaired articulation, and other focal
neurological symptoms; however, they understand speech directed to them. Patients with motor alalia are often left-handed. Regional slowing
and epileptiform activity are often detected on their electroencephalogram. Children with sensory alalia are characterized by poor speech
understanding (despite normal hearing) resulting in secondary underdevelopment of their own speech. These patients have problems with the
analysis of sounds, including speech sounds (impaired speech gnosis), which prevents the development of association between the sound image
and the object. Therefore, the child hears, but does not understand the speech directed at him/her (auditory agnosia). Differential diagnosis
of alalia is challenging and may require several months of observation. It also implies the exclusion of hearing loss and mental disorders.

Key words: motor alalia, sensory alalia, speech development in children

Ananus (mucdas3ust) — OTCYTCTBUE WM HEIOpa3BU-
THE pedd IIPU HOPMATbHOM (DU3UOJIOTHIECKOM CIIyXe
U1 UHTEJUIEKTE, BO3HUKIIEE BCIEICTBME OPTAHUIECKOTO
IMOPaKeHMS PEUEBBIX 30H KOPHI TOJIOBHOT'O MO3Ta BO BHY-
TPUYTPOOHOM WJIM paHHEM Mepuoie pa3BUTUsSI peOeHKa.
B MexnyHaponHoil kilaccudukanuu o6one3Heir 10-ro

nepecMortpa [8] ananus konupyercs pyopukamu F80.1 —
paccTpoiicTBO 3KcnpeccuBHOM peun 1 F80.2 — paccTpoii-
CTBO PELIENTUBHOM PEYH.

AJanus XxapakTepu3yeTcs CHUCTEeMHBIM Hemopas-
BUTHEM PEeUM, IIPX KOTOPOM HapyIIAIOTCS BCE €€ KOM-
MOHEHTHI: (POHETUKO-(PoHEeMaTHUECKasd CTOpPOHA
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U JIEKCUKO-TpaMMaTUYeCKUii cTpoil. Takxke npu ajaiuu
MOTYT OTMEYAThCS 3 BUAA HEPEUYEBHIX CUHIAPOMOB: MO-
TOpHBIC (HAapyIICHUs ABVDKCHUM U KOOPIMHAIIUN), CeH-
COpHBIE (HapyIIeHMSI YyBCTBUTEILHOCTHA Y BOCIIPHSITHS)
U TICUXOTAaToJIornyeckue (HapymeHus: GopMUpOBaHUS
JIMYHOCTH) [5].

JlOoCTOBEpHBIX CTATUCTUUYECKUX JAaHHBIX O PacIIpo-
CTpaHEHHOCTH ajiaauu HeT. Cpean MOIKOJbHUKOB OHA
BcTpeyaeTcs mpuMepHo y 1 % mereid, cpey MKOJbHU-
koB — y 0,6—0,2 %. Y ManbuMKOB ajajius BCTPEYaeTCs
B 2 pa3a yaile, 4eM y JeBouex [1].

Drnoaorud. [IpuunHB agaauym MHOTOOOpPAa3HBI.
B npenamanvnom nepuode IpUINMHAMU aJaIUM MOTYT
CTaTh XpOHMUYECKAsI BHYTPUYTPOOHAsI TUTIOKCHS TIJIOAA,
MHTOKCHUKAILIMM, XpOHUYECKHEe 3a00IeBaHMUs MaTepH,
OCJIOXKHEHHOE TeueHue bepemeHHOCTH. [lepeuyncieHHbIE
(axTOphI HEe TOJLKO BO3JEHCTBYIOT Ha pa3BUBAIOIINICS
MO3T IIJIOA, HO U CIIOCOOCTBYIOT ITaTOJIOTUYECKOMY Te-
YEeHUIO POIOB. AJaJnsl MOXET Pa3BUTHCS B Pe3yJIbTaTe
ITaTOJIOTUU POIOB (8 UHMPAHAMANLHOM Nepuode) — 3aTsK-
HBIX WJIM CTPEMUTEIBbHBIX POAOB, HAIOXEHUS IIUIIIIOB,
BaKyyM-3KCTPaKLMU IPU cJ1a0OCTU POIOBOI IesITeIbHOC-
TH, aCOUKCUM U Ap. B nocmnamanvrom nepuode X anannu
MOTYT IPUBOAUTD YePEITHO-MO3TOBBIC TPABMbI, HEMPO-
nHbeKIun (MEHUHTUT, MEHUHTOHIIe(MaIunT), TSKEIbIe
coMaTtuyeckme 3aboyieBaHUS (YaCThIe OCTPBIC PECIIH-
paTopHbIe BUPYCHBIC MH(PEKIINY, MUETOHEDPUT U Ip.).
[MprumHaMu ajaauy 9acTO CTAHOBSITCS U COLMAJIbHO-
IICUXOJIOTHYECKHUE (PaKTOPBI: HEAOCTATOYHOCTh PEUEBOIt
aKTUBHOCTH B CEMbE, OTCYTCTBHE Pa3BUBAIOIICH CpEIbI,
KOHMJINKTHI B CeMbe, HeIIPaBWJIBHBIE METOIBI BOCIIUTA-
HUSI, TOCIIUTAJIN3M, pedeBble HAPYIICHUS Y POTUTENICH,
JIBYSI3BIUME B CEMbE U JIP.

Knaccudukanusa anammu. BoiaeasiioT MOTOPHYIO, CEH-
COPHYIO M CMEIIaHHYI0 (CCHCOMOTOPHYIO) ananuio [4].

MoropHaas anams (MA) — cucTeMHOe HeTopa3BUTHE
SKCIIPECCUBHOM PeYy B Pe3yJIBTaTe MOPAXKEHNS TOJIOBHOTO
mosra. [Ipu MA HapylieHbl MBICTUTEbHBIE TIPOLECCHI,
IIpenmecTByomne (GoOpMUPOBAHNIO aKTUBHOTO BBICKA-
3BIBAHMS, TIPU OTHOCHUTEILHOM COXPAaHHOCTY TTIOHUMAaHUS
peun Ipyrux jonei [4], T.e. pebeHOK CBOEBpEeMEHHO Ha-
YUHAET HOHUMATh YyXKYI0 pedb, HO cCaM He TOBOPUT.

Jlokanuzanus mopaxkeHus TOJIOBHOTO Mo3ra Ipu MA
M3y4eHa HEeIOCTAaTOYHO. JIIuTeIbHOEe BpeMs CUUTANN,
yto MA moxoxa Ha MOTOpHYIO ada3uio B3pocibix. OgHa-
KO y ieTeil BO3MOXEH KaK JIOKaJIbHBIN, TaK ¥ AU Qy3HBII
XapakTep NOBpexXIeHUs Mo3ra [4].

MoTtopHas ananust MOXeT ObITh CBsI3aHa C ITopaxke-
HUEM IOCTIEHTPAIbHON 30HBI KOPBI TOJIOBHOTO MO3ra
(HIKHSS TeMEeHHAsT M3BWJIMHA JICBOTO IOJIYIIapus), KO-
TOpasi B HOPME OTBeYaeT 3a KMHECTSTUICCKUI aHaINU3
W CUHTE3 pa3apakKuTeaei, OIIYIIeHUMN, IMOCTYHAIOINX
B MO3T BO BpeMsI peuH, 3a KHHECTETUICCKIE PeUeBEIC ITPO-
rpamMMEbl. [1py mopaxxeHUH 3TOi 30HBI MOXKET OTMEJaTh-
Csl KWHECTeTUYEeCKasl apTUKYJISITOpHAS alpakcust (WK ee

BJIEMEHTBI), IIPX KOTOPOI peOEHKY TPYIHO BBIIOJIHUTH
OTHEJIbHBIC apTUKYJISIIUM, U IJIs eT0 peYrd XapaKTepHBI
3aMEHbl apTUKYISLMOHHO CIIOPHBIX 3BYKOB. PebGeHoK
HE MOXET BOCIIPOM3BECTH, IIOBTOPUTH CJIOBO, (pasy. [Ipa-
BWJIbHAS apTUKYJISILNS B peYU 3aKpeIlIsieTCsI C TpyaoM [4].

MotopHasl ajaaus TakxKe BOSHUKAET ITPH ITOBPEXKIC-
HUU IIPEMOTOPHOM 30HBI KOPHI TOMUHAHTHOIO MOJIyIIIa-
pust 60JbIIOr0 MO3ra (3aAHsisl TPETh HUXKHENW JTOOHOM
W3BUWJIMHBI, IeHTp bpoka), koTopast B HOpMe OTBeJaeT
3a TOCJICIOBATEeIbHOCTD I OPTaHMU3AIINIO CIIOKHBIX KOM-
IUIEKCOB ABUTATEIBHBIX ITporpaMM. B Takmx cirydasix Ha-
OromaeTcs KUHETUYECKasT apTUKYJISITOpHAST aripakCcust
(UM ee 2JIEMEHTHI), TP KOTOPOM PeOCHKY TPYIHO Iie-
PEKITIOUUTHCS ¢ OTHOM apTUKYJISIIIUM Ha IPYTyIO, BKITIO-
YUTHCSI B IBUKCHUE, BBIITOJTHUTH CEPHUIO IBYDKCHUIA, B pe-
yu Tpy00 MCKaxKeHa CJIOroBasi CTpYKTypa cJIOB (IIpu 3TOM
HapyIIeHUs 3ByKOIIPOU3HOIICHHUS OTXOASAT Ha BTOPOit
IUIaH), MOTYT HaOMIOAAThCS IepceBepalini (I1aToJIOTr-
YeCKOe MOBTOPEHNE OMHUX 1 TeX XK€ JIEMEHTOB PEUM ).

Y MHorux gereit ¢ MA nipu HeBpOJIOTrMYeCKOM OC-
MOTpPE BBISIBIISIIOTCSI OYaroBbIe CUMIITOMBI. Ha aekTpo-
sHnedanorpamMmme (BBI') MOXKHO BBISIBUTh PETMOHAJIb-
HOE 3aMeIJIeHNE WK SIIICTITU(OOPMHYIO aKTUBHOCTD.
ITo naHHBIM pa3HBIX aBTOPOB, oyar M3MeHeHUs Ouo-
2IEeKTPUUYECKOM aKTMBHOCTU Mo3ra y aeteil ¢ MA 06-
HapyXHMBaeTCs HE TOJIBKO B JIOOHO-BHUCOYHBIX OTIEIax
JTOMMHAHTHOTO TIOJIyIIapHs, HO M B JIOOHBIX, BUCOYHBIX
U 3aTBIJIOYHO-TEMEHHBIX 00J1acTaX [2].

Mertonpl HelipoBU3yaIM3aluK (MAarHUTHO-PE30HAHC-
Has Tomorpadust (MPT) wim koMIiproTepHast Tomorpacdust
(KT)) y neteit ¢ MA MOTYT BBISIBJISITh pa3IndHbIC HAPY-
meHus1. Boamoxxna nuddysHas KopTukaabHas aTpodus,
MIPEUMYIIECTBEHHO JTJOOHO-BHCOYHBIX OTAENIOB, C 2 CTO-
poH. IIpu 3ToM oyaroBble U3BMEHEHUSI MOTYT ObITh MU-
HUMAJIbHBIMU (HaIlpyMep, 30Ha IIM03a). 3HAYUTEIbHO
BBIPaXXEHHbIC U3MEHEHUS B BUAE KMCTO3HO-TJIIMO3HOMN
TpaHchOopMallM TEMEHHO-BHUCOYHOI obactu (puc. 1)
OTMEYaloT y JeTeil ¢ reMuIiapeTnyeckoil ¢hpopMoil neT-
ckoro 1epedpanbHoro mapanuda (JAIIIT). ¥V neteit ¢ JLIIT
U IIPABOCTOPOHHUM TeMHIIAPE30M HEPEIKO UMEET MECTO
MA [9, 10, 12]. Y gactu mereit ¢ MA pe3syasratel MPT
COOTBETCTBYIOT HOpME. B 3THX ciIydastx MOXXHO IIpearno-
JIOXKUTh HAJTMIKE TTOBPEXKICHUI BEllleCTBA MO3ra Ha 0oJiee
pPaHHMX 3Tarax pa3BUTHUs, BRIPAXKCHHBIX B BUAEC MUKPO-
CTPYKTYPHBIX MI3BMEHECHUI, KOTOPHIE B TaTbHEHUIIIEM KOM-
IIEHCUPOBAJINCE.

Heiliponicuxonorndeckue uccieI0BaHUS BBISBISIIOT
y nanueHToB ¢ MA HeocTaToK (PyHKIIMOHUPOBAHUS Te-
MEHHO-3aThUIOYHOIT 00JIaCT TOMUHAHTHOTO TTOJIYIIIapHsT
U TIopaXkeHre MOAKOPKOBLIX obJacTei [7].

I[IpuBoguM KpaTKue KJIMHUYECKME MpuMepbl MA
Ha (poHEe OpraHMYECKMX U3MEHEHUI TOJJOBHOTO MO3ra
C XapaKTepHBIMU KIMHUKO-aHAMHECTUICCKIMU U IJIeK-
TposHIIedanorpapuIecKu-HeipoBU3yaIn3allMOHHBIMUI
JTAaHHBIMM.
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Knunuyeckuii cnyyaii 1

Ilayuenm I, 3 200a. Yecmarnoeénen ouaenos <111, npa-
socmopoHHull eemunapes. Momopuas araaus». M3 anamne-
3a: pebenok om 1-ii puzuonoeunecku npomexasuieii bepemer-
Hocmu, 1-X CpOUHbBIX CIMPeMUMENbHbIX PO008, Macca meaa
npu poxcdenuu — 3900 & (kpynusiii naod), pocm — 54 cm.
Ouenka no wxane Aneap — 8/9 6annoe. B meuenue nepgoix
12 4 cu3nu ommeuanucs ésrocme, crabocms cocanus. Ilpu-
eum 6 poddome, gvinucaHn Ha 3-u cymxu. Panuee pazeumue
coomeemcmeyem gospacmy. [locae 6 mec npu nosopomax,
a 3amem npu NOA3AHUU pebeHKa podumenu 00pamuAU eHu-
MaHue Ha OMCMasanue 6 08UNCCHUSIX NPABOLl PYKU — KUCMb
yawe Ovira 3axcama, pebeHok pedko Opan uepyuKy npasoii
pykoi. Hauano camocmosimenstoii x006661 — 6 1 200 2 mec,
Xo0vba ¢ onopoii Ha nepednuii omden cmonsi cnpasa. uae-
Hocmupoear 111, peberok Havan noayuams KOMHAEKCHYIO
peabunumauuro. Ipedpeuesoe pazeumue: Ha 1-m 200y HcusHu
peyesas akmusHoCmb 6e0Has (NpeuMyulecmeeHHo eyaenue),
nenem nosisuncs nocae 10 mec. K 2 eodam peberok xopouio
NOHUMAA 00PAWEHHYIO Dedb, GbINOAHSA CAONCHBIE UHCIPYK -
yuu, 3Han ysema, no NPocvoe YKa3amenbHbiM natbyem 1e6oi
DYKU NOKA3bI6an npeomMemyl Ha KAPMUHKAX, CAMOCMOMent-
HO en n0xcKoll (depirca ee 6 nesoil pyke). AkmugHblil ca0-
BaPHYLIL 3aNAC — HECKOAbKO AenemHbix c108. [locae 3 aem
poodument 0OpAMUAUCH K He8poAa02y U 1020nedy ¢ Hearobamu
Ha omcmaesarue pebenka é peuu. B nesponoeuueckom cma-
myce: cxoosaujeecs K0Co2Aa3ue cnpasa, AUYo cumMmemput-
HO, A3blK no cpedueii aunuu. Cnpaea mululeuHblil MOHYC
noguvluer, npeumyecmeento 6 pyke. He moocem noonsme
npasyio pyKy eviule ypogHs eopuzonma. Xodum camocmos-
MeavHo, YCmoiuugo, ¢ onopoii Ha noauyr cmony. llpasas
nsamka He onopa. Koopounamopuas cpepa coomeemcmeyem

4

so3pacmy. Ppazosas peus omcymemeyem. losopum Heckonb-
K0 ¢c108. Boinoansem caoxncuvie uncmpykyuu. /lis obujenus
noavsyemes scecmamu u mumuroti. MPT: kucmosno-eauo3-
Has Mpancehopmayust 8 30He KPOBOCHAOICeHUs. cpeOHel MOo3-
206oii apmepuu caeea (puc. 1). Hounoii eudeo-231-monumo-
pune (BOM): snunenmughopmuoii akmuerocmu He 8bl561€HO.

JlaHHBI cy4yail oueHb IMOKa3aTeJieH B OTHOIIEHUN
MA y nereit ¢ mpaBOCTOPOHHUM reMumnape3om [3].

Knunuyeckui cnyyaii 2

Ilayuenm J., 9 nem, obpamuacs Kk Heepoaoey ¢ Jca-
n06amu Ha 20108HYI0 604b, edcedHesHblll IHYpe3. YiazaH-
Hble 2cano0bl NOSABUAUCH 8 7 Aem, nocae Ha4aia 00y4eHus
6 wkone. U3 anamuesa: pebeHok om 2-ii GepemeHHOCIMU,
2-x cpounbix podog. Pannee pazeumue coomeemcmeosano
so3pacmy. Omme4eHo no30Hee opmuposarue pevu: gpazo-
6as peuv noseunracs nocie 3 nem. Koppexyuonnas paboma
3adepicKu peresoeo pazgumus He nposodunacs. Tlocewan
demcKkuil cad, omme4anracs HeA08KOCMb NPU BbINOAHE-
HUU annaukayull u pucynkos. Meodaenno gopmupoganucey
epagpuueckue Hasviku. B wixone noseuaucy mpyonocmu
¢ nucomom u umeruem. Ymobur 3axonuums 2-ii Kaacc, 3a-
HUMAACS ¢ penemumopom no pycckomy sazoiky. Ipu ocmo-
mpe 6 HeBpON0SUMECKOM cmamyce 04az080i CUMNMOMA-
MUKU He 8bI6AEHO, NAYUEHMY PEKOMeHO08AHb 3AHAMUSL
¢ n02onedom. Yepes Heckoavko OHell nocae KOHCYAbMAUUU
Hespo10ea 80 6peMsl NPOCYAKU PeOeHOK Ynai ¢ Kauenel u no-
Ay4un compscenue 20a06H020 mozea. KT eonoenoeo mozea,
BbINOAHEHHAS 8 MPABMIYHKME: CYOAPAXHOUOANbHAS KUCMA
1e6011 100H0-6uco4HOl 0baacmu (puc. 2). BOM: nopma. 3a-
N0003PeHHbLI HA OCHOBAHUU AHAMHe3d OUACHO3 <MOMOPHAS
ananus» noomeepiucoeH.

Puc. 1. Ilayuenm I., 3 200a. Pe3yromambl MaeHUMHO-Pe30HAHCHOI MOMOPADUU 20106HO0 M0O32A: KUCIMO3HO-2AUO3HAS MPAHCHOPMAUsl 8 30He KPOBO-

CHabIcenUs cpedHell M0320601i apmepuu c1eea

Fig. 1. Patient G., 3 y. 0. Magnetic resonance image of the brain: cystic glial transformation is detected in the area of blood supply at the left side of the middle

cerebral artery



pssiy' IIETCKOM
HEBPOAOT UM

Puc. 2. [Tayuenm JI., 9 aem. Pe3yromamui komnwviomeprot momozpaghuu
20/108H020 M032a: 8PONCOEHHAs CYOAPAXHOUOAAbHAS KUCMA 1eB0il N0OHO-
8UCOYHOI 0Oaacmu (YKa3aHa KpacHoil cmpeaxoil)

Fig. 2. Patient D., 9y. 0. Magnetic resonance image of the brain: a congeni-
tal subarachnoid cyst is detected in the left frontotemporal area (red arrow)

Knunnyeckast kaptuna MA pa3HooOpa3Ha, cKJia-
IBIBACTCS U3 PEUYEBBIX M HEPEUEBBIX (HEBPOJIOTHMIECCKUX
U TICUXOJIOTUIECKUX) CUMIITOMOB.

Heepoaocuueckue cumnmomot. B mpaBoit pyke
(1M BO BCell mpaBOM CTOPOHE Tejla) MOTYT HaOJII0IaTh-
Csl HEpe3KO BhIpaxkeHHasI CITACTUKa, ITape3 MBIIIII JIETKOM
CTEeTIeHU, BO3MOXHBI CUHKUHE3WHU, TUIIEPKIHE3bI. Xa-
pakTepHa aIpakcus (MaHyajJbHasl, OpajabHasl, apTUKYJIS-
TopHas). [TouTn y Bcex meTeil oTMeJaroTCsl HapyIIeHUS
OCaHKHU Y MTOXOIKHU, INIOCKOCTOIINE, a TAKXKe MOTOpHAasI
HEJIOBKOCTD B BUII¢ HAPYIIIEHUST 00beMa, TTePEeKITI0IacMO-
CTH ¥ KOOpAMHAIUM nBvkeHuit [3, 10].

Ilcuxoaoeuneckue cumnmomst. B 3aBCMOCTY OT OBU-
rateJbHbIX 0coOeHHOCcTel neTu ¢ MA ObIBalOT pacTop-
MOXeHHBIe (TUIepaKTUBHbBIC) MM MaJOIOIBIXKHBIC.
YacTo BcTpeuaeTcs: 1eBOPYKOCTb, KOTOpasi MOXeT ObITh
HAaCJICACTBEHHOM MJIN BBIHYKIECHHOM (KOMIIEHCATOPHOIR),
BCJICIICTBHE ITOPAKEHUS JIEBOTO MOJTYIIAPHsI. XapaKTePHBI
ampakcHs U arHo3usI peur. OTMedaeTcss HeIopa3BUTHE
MHOTHX BBICHINX ICUXUIECKUX (PYHKIUI (TTaMsITH, BHU-
MaHus, MBIIIeHus) [11].

Peuesvie cumnmomot. Ocobennocmu nekcuxku. Jetn
C TPYIOM YCBaMBAIOT Y HEIIPABWIBHO YIIOTPEOJISIOT CI0-
Ba, HEIOCTATOYHO ITOJIb3YIOTCSI CJIOBOM, €CJIA YMEIOT TO-
BOPUTH. 3HAYCHUSI CJIOB HEUETKME. XapaKTePHBI 3aMEHBI
CJIOB I10 3ByKOBOMY ¥ CEMaHTUIECKOMY CXOICTBY, 3aMEHBI
1IeJIOrO Ha YacTu U T.11. HapyIieHo ncnoib30BaHue B pe-
YU TJIar0JIOB, TIpUJIaraTeIbHbIX, HApEUnid, YMCINTEIbHBIX,
CITy>kKeOHBIX CJIOB, IIPEIJIOTOB 1 COI030B.

Ocobennocmu epammamuyeckozo cmpos pevu. Hapy-
LIEeHMS BBIPaxkeHBI PE3KO, COXPAHSIOTCS B peUYd IeTeit
IJIUTEILHOE BPEMS 1 XapaKTePHBI HE TOJBKO IS DKC-
MPECCUBHOM, HO U IJISI UMIIPECCUBHOM peun. Bo3HukawoT
CJIOKHOCTH IIPY UCITOJIb30BAHUY MIMEHHOTO U IJ1ar0JIbHO-
TO YIIPaBJICHUsI, IETU HE MCIIOJIB3YIOT IIPEIJIOTH M COIO3bI
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IIPY COIJIACOBAHMWHU, B UX PEUM HET YETKOCTH POIOBBIX
U YUCIOBBIX OKOHYaHU. [1peobiiagaroT KOpHeBbIe CI0Ba,
oTMeydaeTcst Mopdosornyeckass Heo(pOPMIEHHOCTD BhI-
CKa3bIBaHUSI, pa3INUCHUE U YIIOTPEOICHNE TTPaKTUICCKU
BCEX rpamMMaTndecknx ¢popM 3aTrpyaHeHo [6, 11].

Cywecmeumensuvie. XapaKTepHBI 3aCTPEBaHMS Ha UC-
XOmHOI (hopMme (MMEHUTEIbHBIN MameX), TPYIHOCTHU
C YCBOCHHEM CKJIOHCHU CYIIECTBUTEIBHBIX, YCBOCHHE
MMagexeil 3aMeUIeHO, 0COOYIO TPYIHOCTD BEI3BIBAIOT MIPE-
JIOXKHBIC KOHCTPYKIIMHU (JIETH OITyCKAIOT IIPEIJIOTH, MCKa-
KalOT OKOHYAHUS).

Thaeonst. XapakTepHBI 3aMEHBI IJIarOJIBHBIX (hOPM
WH(PUHUTABOM, KOTOPBIM IETU MOJIB3YIOTCS JOCTATOYHO
nmonro. O4eHb CIIOXHO YCBAaMBAaIOT BO3BpATHBIC IIATOJBI,
C TPYZIOM OBJIAZACBAIOT CIIPSIKEHKUEM TJIar0JIOB I10 JIMIIAM,
YHCJIaM U POJIaM B IIPOIIEAIIEM BpeMEHM.

Ilpunaecamenvhobie. I10SBISIIOTCS B pe9r OUYEHB ITO3THO.
YacTo BMecTO IpuiararebHOTo pedeHOK yrnoTpeodJsieT
HeomnpeaeleHHyo ¢dopMmy raaroja. OTMevaloTcss ucka-
KEHUSI pOMOBBIX OKOHYAHMI MPWIaraTeIbHbIX, OITUOKN
W3MEHEHMS 10 YHCIaM U TaIexKaM.

Ilocmpoenue gpaszer. Ecniu y pedernka ¢ MA camocTto-
aTeJIbHO (hopMuUpyeTcs dpa3a, OHa MPeACTaBlIgeT co0oit
KOPOTKOE IIPOCTOEC MPEeMIOKEeHNE, B KOTOPOM HapylleH
MMOPSIIOK CJIOB. Hepenko omHO U3 CIIOB 3aMEHSIETCS JKe-
CTOM WJIY 3BYKOIIOIPAsKaHUEM.

Cesznas peus. DopMUpOBaHUE CBSI3HON pedn Irpyoo
HapyleHo. PebeHOK He MOXKeT IepeaaTh IocjiegoBaTe b~
HOCTB SIBJICHUI U COOBITHI, HE MOXET BBIICIUTD IIABHOE
B pacckase.

Pazeumue gponemuueckoii cmopoust peuu. 3ByKU I10-
SIBJISIIOTCS CIIOHTaHHO. PebeHKky ¢ MA TpyaHO cOCTaBUTh
OTIEJIbHBIC DJIEMEHTHI PEY B €IMHOE 11eJI0€ — 13 3BYKOB
obpaszoBath cioBo. C TpynoM (popMupyeTcs ITMHaMUde-
CKW1 apTUKYJISIIMOHHBINA CTePEOTHII (3aTPYIHEHO CIIHSI-
HHE 3BYKOB TP UX IIPABIJIBHOM WJIM HETIPABIWJIBHOM ITPO-
roBaprMBaHNU), B Pe3yJIFTaTe BOZHUKAIOT IIepPEeCTaHOBKH
3BYKOB U CJIOTOB, YIPOIICHNE U NCKAXKECHUE CTPYKTYPHI
cnoB. He hopMupytoTcs TOHKKME TBUTAaTeIbHBIE KOOPIH-
HallUM pEeYeBOro anmapara. Bexymum ssisiercsa Hapylie-
HHE TIpaKcrca, MOTOPUKH PeUM, OMHAKO BCICACTBUE KU~
HETUYECKOM WJIM KMHECTETUYECKOM allpaKCHU CTPagaroT
¢doHeTHYecKas 1 poHeMaTUdecKask CUCTEMBIL.

QDoHemamuueckas pearu3ayus c108 U 8bICKA3bIBAHUIL.
Hapyuiena, He ¢hopMUPYIOTCS SI3BIKOBBIE 0(OPMIICHUS
peur — 3BYKOCJIOTOBBIN 1 MopdeMHBIi cTpoii. Hapy-
IIeHWEe PUTMHUIECKON OpPraHM3allMU CJIOB IIPOSIBIISIETCS
B 3aMEIJICHHOCTH PEUEBOrO ITOTOKA, B IIOCOTOBOM IIPO-
W3HECEHUU CJIOB C TIay3aMU MEXIY CJIOTaMU U CI0BaMU,
C paBHO- M Pa3HOYIAPHOCTHIO. Peuh HOCUT CKaHIUPOBAaH-
HBII uau pparmeHTapHbI XapakTep. HecdopMupoBaH-
HOCTb pUTMHYECKOM CTPYKTYPHI CJIOBa U (ppa3bl COITPOBO-
KIASTCST HApYIICHUSIMU MEJIOTUKU, TEMIIa M pUTMA PEUH.

IIpu MA nHaGmiomaeTcsds MHOTOOOpasue BapuaH-
TOB HEIOPA3BUTHS PEUM: OT IIOJTHOTO A0 YACTUYHOTO e
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otcyTcTBUsI. MA mposiBisieT ce0sl 1 TIociie TOro, Kak pede-
HOK Hay4YHUJICS XOPOIIIO TOBOPUTD: KA4eCTBO pa3BepHYTOM
peuYr CHIDKAETCS TIPH YCIOXHEHUM CUTYyallMU OOIICHUS
(xorma ot OOILIEeHUSI C OMHUM YeJIOBEKOM pebEeHOK Tepe-
XOIWT K OOIIECHUIO B IPYIIE), IIPH BHIIIOJIHEHUH OIIPE-
IeJIeHHBIX 3aganuii. HegocrarouHast IpoOYHOCTh HaBBIKA
CBSI3HOM peuyr MacKupyeTcsl Y peOeHKa MpeaesibHOM Ja-
KOHNUYHOCTBHIO, CKYITHOCTBIO PEUYEBBIX ITPOSIBICHUI WIIH,
Hao00pPOT, MHOTOPEYNEM, TABTOJIOTHEIH.

IMonoxurenbHasi nuHaMKuKa npu MA BO3MoOXHa
IIpY paHHEM pacIIO3HABaHUM, CBOSBPEMEHHOM IIpEIy-
MIPEXIEHUN BTOPUYHBIX OTKJIOHEHUI, CHCTEMHOCTH
KOPPEKIIMOHHOTO BO3IECHCTBHUS HAa BCE KOMITOHEHTHI peYr
1 GOPMUPOBAHUM PEUU C OMHOBPEMEHHBIM BO3ICICTBHEM
Ha CEHCOPHYIO, MHTEUIEKTYaJbHYIO, 3SMOIIMOHAIIBHO-BO-
JIeByIo cdepy (emmHCTBE (DOPMUPOBAHMS PEYU, MBIIILIC-
HUS U TI03HABaTEIHbHBIX IIPOIIECCOB).

Cencopuasa anammsa (CA) — HemoHMMaHHE pedu
IIPY COXPAaHHOM 3JIEMEHTApHOM CJIyXe, BTOPUYHOE HEIO0-
pasButre codcrBeHHOM peun. [Ipu CA HapylieHa pyHK-
LM CIIYyXOBOTO aHajau3aTopa BepHuke, neHTpa BoCIIpu-
SITUSI peud (BepXHsISI BUCOYHAsI M3BUJIMHA, T/ [ems)
IIPU COXPAaHHOM IIepUGbEePUIESCKOM CIIyXe U MEPBUUYHO
COXpaHHOM MHTeJUIeKTe. B pe3ynsraTe HapyiiaeTcs aHa-
JIN3 3BYKOB, B TOM YMCJIC CIBIIIMMOI PeUr, IIOCTYIAIOIINX
B KOpY TOJIOBHOTO MO3Ta, He (POPMUPYETCS CBSI3b MEXKIY
3BYKOBBIM 00pa30M M 0003HAYaeMbIM UM IIPEAMETOM, T. €.
peOeHOK CIBIIINT, HO HE TOHMMAET O0pallleHHYIO pedb
(cmyxoBag arHo3us) [4]. Ctpamaet 1 ¢poHeMaTHUUECKOE
BOCIIpUsATHE, He TuddepeHIpyIoTcsd (POHEMBI, HE BOC-
IIPUHUMAETCS CJIOBO LEJIMKOM, OTMEYaIOTCsI Hec(hOpMHU-
POBAHHOCTb aKYCTMKO-THOCTUIECKUX ITPOIIECCOB, ITOHU-
XKEeHHEe CITOCOOHOCTH K BOCIIPUSITUIO PEICBBIX 3BYKOB.

CeHcopHas ajaidsi MeHee U3ydeHa, 4eM MOTOpHasl, ee
pacnio3HaBaHue 1 AU depeHIaIbHAS JMaTHOCTUKA OYeHb
TpyaHbl. Hepenko TpebyroTcsl HECKOJIBKO Mecs1ieB Ha0 10~
JIeHUST 32 peOEHKOM, YTOOBI IIOHSITh, YTO SIBJISIETCS IIPUYM-
HOI pe4yeBbIX HApYIIEHUI, — ayTU3M, TyroyxocThb mm CA.

Hapywenusa peuu npu napywenusx cayxa. HabnoneHusi
MOKAa3bIBAIOT, YTO OOBIYHO Y CJIA0OCIBIILIAIIUX ObIBAET J10-
CTaTOYHO YCTOMYMBBIA OPOT BOCIIPUSITHS, HUZKE KOTOPO-
IO BOCIIPMSTHE PEUr CTAHOBUTCS HEBO3MOXKHBIM. CA 0T-
JIMYAETCSI OTCYTCTBHEM YETKOTO Iopora BocrpusTust. [1pu
CA oTtMmeuaeTcst Meplaioliee HEITOCTOSSHCTBO CIIYXOBOM
GYHKIIMU: CUTHAJIBI OAMHAKOBOM I'POMKOCTH TO BOC-
MIPUHUMAIOTCS, TO HEe BOCIIPMHUMAIOTCS B 3aBUCUMOCTH
OT TTOBBIIIEHHOM BO30YIMMOCTH WJIHM 3aTOPMOKCHHOCTH
pebeHKa, ero COMaTHIeCKOro M HEPBHOIO COCTOSTHHS,
MCUXUYECKOM aKTUBHOCTU, OCOOEHHOCTE! OKpyKalollei
cpenbl, 00CTaHOBKM, CITOCOOOB MOAa4Yu CUTHAJIOB U psiaa
npyrux (akToOpoB. YBeIM4YeHNE TPOMKOCTH O0palle HHOM
peuu yaydiiaeT ITIOHUMaHUe Y CIa0O0CIbIIAIINX JeTei,
HO MPUBOAUT K oopaTHOMY 3ddekTy y neteit ¢ CA, Tak
KaK CBEPXCHUJIbHBIC pa3dpaXMTeNN BHI3BIBAIOT 3ampe-
IIeJTbHOE OXPaHUTEJIbHOE TOPMOXEHHE B KOPE TOJIOBHOTO

MO3Ta, 9YTO IPUBOAUT K (PYHKITMOHAJIBHOM OJIOKAIE 1 BBI-
KJTIOYCHMIO U3 IESITSIIbHOCTU HEMPOHOB IIPY HapYIIICHUHN
IIPOIIECCOB UX co3peBaHUs. boiee TMXyI0, CIIOKOWHYIO
peub pedeHoK ¢ CA 00BIYHO BOCTIpUHMMAET Jydlie [4].

OmIHO3HAYHOTO MHEHMSI O COCTOSIHUU CIIyXa y JeTei
¢ CA HetT. MoryT oTMe4yaTbcs He3HAUYUTEJIbHOE CHIXKE-
HHUE cliyXa Ha BCeM OMala30He YacTOT, MOBBIIICHHAS
HUCTOIIAEMOCTh CIIyXOBOIO BHMMAaHUSI U BOCIIPUSITHS,
cBOeoOpa3yre CIyXOBBIX peakluii (HEMOCTOSIHHBIE TTOPOT
CJIyXOBOTO BOCIIPUSITHSI I CIIOCOOHOCTD Pa3INJaTh 3BYKH).
JIJ1s1 HOpMaJIBHO CJIbIIIALLETO peOeHKa Uiu pebeHKa ¢ Ty-
TOYXOCTBIO UMEET 3HaYeHUE IPOMKOCTD 3ByKa, a mpu CA
BOCIIPHSITHC 3aBUCHUT OT TEMIIa ITOAAYN 3BYKOBBIX pa3apa-
XKuTeJel (MHTepBaJIoB MEXIYy HAUMHU), KaueCTBa 3BYKOB
(4MCTBIE TOHBI, IITYMbI WX 3BYKH PEUM ), SMOIIMOHATBHOM
IMoJa4Yn W, HAKOHEIl, CUTyalluld, B KOTOPOil peOeHOK Ha-
xomautcst. [ToaToMy nccaenoBaHue ciayxa BpauoM IIpH I10-
MOIIIK ayaroMeTpa MW KaMepTOHA, U3IAI0IINX YUCTHIC
TOHBI, HE OTpaXKaeT COCTOSIHUS CJIyXa TaKWX MAllMEHTOB.
TumwnHa ycrnokanBaeT pedberka ¢ CA, nemaeT 6ojiee Boc-
NpUUMUYMBBIM K 3BYKY. B moMaliiHeii o0cTaHOBKe pede-
HOK pearupyer Ha TUXHE IITyMBbI (IITyM OTBOPSIEMOI IBEPH,
IIIar¥ BXOMSIIEil MaTepH, 3BYKH IIPY HaKPbIBAHUU CTOJIA
K o0eny, TMX0oe o0pallleHUE CO CTOPOHBI OJIM3KUX JIOIEH
" T.11.). Bce aTi HaOMIOOEeHUS U JAIOT IPaBO POIUTEIISIM
YTBEPXKIATh, UTO peOeHOK, cTpanatommii CA, UMeeT XOpo-
1Mt ciiyx. B otnnyue ot ciabociblaiiyx AeTel, y aeTei
¢ CA yacTo nMmeeTcs TUIepaKky3us — MOBBIIIEHHAS YyBCT-
BUTEJILHOCTB K 3ByKaM, 0€3pa3IMYHBIM TSI OKPYKAIOIITIX:
LIyM, IITypIIaHKue, CKPUII U T. . JIeT BOCIIpMHUMAIOT Ta-
Kue 3ByKHM 00JIe3HEHHO, BO30YKIAalOTCS U JAal0T Ha HUX
CBOEOOpPa3HYIO MOBEAECHYECKYIO peakLulo [7].

Hetu ¢ CA CITOHTaHHO MOTYT ITOBTOPUTH OTAE/IbHbIE
CJIOTH, 3BYKOCOUYETaHMs, CJIOBA M KOPOTKHUE (ppasbl, BOC-
IIPUHUMAaeMble UMM U3 OKPYXKAIOIIEeTo MUpa, HO ITOApa-
JKaHMe 3ByKaM Y HUX HEITOCTOSTHHO ¥ BO MHOT'OM 3aBHCHUT
ot cutryauuu. [laccuBHbBIM cloBapbh pebeHKa 4acTO He-
YCTOMYMB U 3aMETHO OTCTAaeT OT aKTUBHOro. Yacro pe-
0O€HOK Ha3bIBaeT IpeaMeT B JI0OOI CUTyalluM, a y3HaeT
ero Ha3BaHUE TOJIFKO M30MPATEeILHO B OIpeaeIeHHBIX
yeaoBusx. Jletu ¢ CA nmpoayuupyroT 3ByKU ¢ HOpMaJib-
HOI MOayJIsSILMEeN U MUHTOHAUUsIMU. Bo3damMoxkHa paziuuHast
CTeNeHb HeTOPa3BUTHUS KaK PeUeCIyXOBOIO aHAIM3aTO-
pa, TaK U pedeIBUTATEILHOTO, YeM OOBSICHSIETCS MHOTO-
00pa3ue NposSBICHUM ITPU HAPYIICHUH TIOHUMAaHMS PeUU.
B Gonee TsKenbIX cliydassx peOeHOK COBCEM He TIOHUMa-
eT peuyb OKpYyxXKalolIuX, 0e3pa3inyeH K J00bIM peuyeBbIM
1 HEPEUEBBIM 3BYKOBBIM pa3apaXuTessiM. B npyrux ciy-
yagx peOGeHOK MOHUMAET OTAEIbHbIE OOMXOJHbBIE CJIOBA,
HO TepsieT X IOHMMaHKe Ha (poHe pa3BepHYTOTO BBICKA-
3bIBaHMsA. MIHOINA peOEeHKY TpyLHEE ITOHATD OTAEIbHbBIE
clioBa, 4yeM (¢pa3y uenukoM. ITocreneHHO pebeHOK Ha-
YUHAET IPUCTYIIUBATLCS K 3ByKaM, B TOM YHCJIEC U pede-
BbIM, HO BHUMaHUeE €ro J0JITO€ BPEMSI OCTAETCSI HEYCTOM -
YUBBIM U HCTOIIaeMbIM. DoHEMaTHUECKOE BOCIIPUATHE
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pa3BuBaeTCcs MeIeHHO. bobinyio ponb ays nereit ¢ CA
WUTpaeT CUTYALMS: IETH 9aCTO IIOHUMAIOT COIEPKaHME BbI-
CKa3bIBaHUH TOJIBKO B OMIPEACIEHHOM KOHTEKCTE, IIPH M3~
MEHEHUM (POPMBI CJIOB, UX ITOPSAIKA, U3MEHEHUS TeMIIa
BBICKa3bIBaHMS IMTOHMMaHUe ncdesaeT [11]. Berpeuarores
JIETH, KOTOPbIE IIOHMMAIOT TOJIBKO TO, YTO MOTYT IIPOTO-
BOPUTDH CaMM, 1 IIOHMMAIOT TOJIBKO ITOCJIE TAKOTO IIPO-
roBapuBaHus. [IporoBapuBaHre B MOMEHT BOCTIPUSITUS
MIPUBOOUT K YIIyYIICHUIO TIOHUMAaHMSI, BEPOSITHO, TTOTO-
MY, 9TO TTOOKPETUISIETCS KHWHECTE3UIMU OT COOCTBEHHOTO
mpousHeceHus. YacTo JeTH CMOTPSAT B JIMIIO TOBOPSIIIIETO
(3pUTeIbHOE TTOAKPETUICHNE).

Ha Bcex stanax pa3Butug y pebenka ¢ CA orMevaror-
¢sI KoJieOaHUsI CIyXOBOTO BHUMAHUS ¥ BOCIIPUSITHUS: TPYI-
HOCTH BKJTIOYEHMS ¥ KOHIIEHTPUPOBAaHUSI BHUMAHMUS, €TO
YCTOMYMBOCTHU U pACTIPECIICHNsI, TOBBIIIICHHAS OTBJICKa-
€MOCTb, UCTOILAEMOCTb, IIPEPHIBUCTOCTh BHUMaHUsI [7].

ITpu CA cobcTBeHHAsI pedb CTAHOBUTCS HEBO3MOXK-
HOM WJIM MCKaXaeTcs. B TSKenbIxX caydasx oTMedaloTcs
JIBUTATEIbHOE OECIIOKOMCTBO, BRIPAXXCHHBIC TPYIHOCTH
noBeneHus. JleTu Mmoab3yTcs IJis1 OOLIEHUS XeCcTaMHu,
MMMUKOI1, IIPaBWJIBHO pearnupyroT Ha U3MEHEHNE MHTOHA-
LIV, HEe TIOHMMasI CJIOB-00paIlleHi, UTPY COIIPOBOXKIAIOT
MoayaupoBaHHbIM JieneToM. [locteneHHO peOGeHOK HAYK-
HaeT IMPUCIYIINBATHCSI K OKPYXKAIOIINM 3BYKaM, OCMBI-
CJISITh HEKOTOPBIE M3 HUX, COOTHOCUTD C OIpeIeICHHBIMU
aplieHusIMU. Y pedbeHka ¢ CA nosiBISIIOTCS OOPBIBKY CJIOB,
9MOILIMOHAJIbHBIE BOCKJIMIIAHUS, IIPSIMO HE CBSI3aHHBIC
C cuTyaluei, HO CBUIAETEIbCTBYIOIINE O PEYECBOM aK-
TUBHOCTHU. 3aTeM Pa3BHBAIOTCSI CUTYalIMOHHOE, OoJjiee
YCTOMYMBOE IMOHMMAaHWE U YIIOTPEOJIeHNE OTACIbHBIX

4

CJIOB U IIPOCTHIX CIOBOCOYETAHUI. 3HAYCHUE CJIOB, IIPO-
roBapuBaeMbIX peOeHKOM, HeycToiuuBo. [Ipu nckaxe-
HUSX 3ByKOBOM 1 CJIOTOBOM CTPYKTYPHI CJIOB OTMEUYAIOTCSI
MHOTOYHCIICHHBIC TTIOMCKH, peOCHOK HE YBepeH B CBOEit
peuYeBOil MPOIYKIINU 1 UIIET afeKBaTHbIE KMHECTE3UHU
(OoTCIOma CTEPEOTUITHBIC ABKCHUS PYKAMU Y TPUMACHI).

Knunuyeckui cnyyaii 3

Ilayuenmka K., 18 nrem, duaenos «cencomomopHnas
ananus ecaedcmeue INUNeNCUU, Hec8oe8peMeHHoe NeHeHue
KOMOpOil npueeno K pazeumuro YMCmMeeHHOl omcmanocmu
U hopMuUpoBaAHUIO NUMHOCIU C HAPYUIeHUeM COUUANbHO-0bl-
mogoii adanmauvuu». U3 anamuesa: pebenok om 1-x podos
6 acukcuu, oyenka no wikanre Aneap — 1/4 6asna. /lge ne-
deau Haxoduaacs @ omoeaeHuY NamoAo2UL, 3amemM 6blnUCa-
Ha domoii. Pannee pazeumue c 3adepyuckoii. Xooums Hauana
8 220da. He coeopuna do 6 rem. Takice omme4anocs nioxoe
nonumanue peuu. Jloaxncrno2o 00c1e008anUs U AeUeHus He no-
ayuana. B cesnzu c 3adepickoil pazeumusi OuazHOCMUpo8aH
JIIII. Ilocae 2 aem cmana noayvyams Kypcol maccaxca, ae-
ueOHoIl puskyrbmypol, gusuoneuerus. B 6 rem 6e3 nposoyu-
pyrouux gaxkmopos debromuposanu hokanbHble MOMOPHbIE
(papuneoopanbhsie) npucmynsl ¢ mMANCEAbIM MeYeHUEM,
Kynupytoujuecst moasko 6 omoeaeHuu peanumayuy npu npu-
Menenuu muonenmana. Ilpucmynst 603HUKaAU ¢ YACMOMOI
1—2 paza 6 mecay, éckope nocae 3acvinanus. Ilo mecmy scu-
meascmea (Mockoeckas obaacme) He@POI02OM HAZHAUEH
sanvnpoam 6 doze 30 me/Kke/cym, cymounas 003a noeoiuia-
aace ho mepe pocma pebenka. Ha gpone mepanuu yxkasan-
Hble npucmynst npodoadcanu nosmopsamocs. B 9 nem enep-
éble npogeder BOM Hounoeo cha, 6 xo0e Komopoeo 6bisénen

Puc. 3. llayuenmxa K., 9 nem. Daexmposnuyeghanroepamma, 600pcmeosanue: snurenmugpopmuas aKkmueHoCms @ aude Cnaikog, OCMpbIX 80H, KOMHAEKCOB8
ocmpasi — MeONeHHAs 60HA, NPEOCMABACHHAS 8 N€60l UEeHMPANbHO-8UCOMHO-100HOU 00aacmu, NEPUOOUMECKU C PACAPOCMPAHEHUEM HA 8ePMEKCHble OMOensl,
8ce 21eKmpo0bl 1€8020 NOAYUAPUSL U 20MON0UHHbIE YHACMKU NPABO20 NOAYUAPUS, ¢ MeHOeHyuell K Ougbgy3Homy pacnpocmpanenuro, amnaumyooi 0o 300 mx B;
amepanu308antvie paspsadel amnaumyodoi 0o 300 mk B no snekmpodam 1e60eo noayuapus ¢ npeobaadaruem é YeHmpaibHo-8uUco4Ho-1001ol ooaacmu. Ilo ceoeil
Mopgonoeuu nurenmupopmMHas AKMUSHOCMb HA OMOCAbHBIX IN0XAX 3ANUCU CXOOHA ¢ D0OPOKaUeCMEeHHBIMU INUNENMUPOPMHBIMU RAMMEPHAMU 0emcmea

Fig. 3. Patient K., 9y. o. Electroencephalogram during wakefulness: epileptiform activity (including spikes, sharp waves and sharp-and-slow-wave complexes)
with an amplitude of up to 300 uV is detected in the centrotemporofrontal area with occasional spreading to vertex areas, all leads from the left hemisphere and
homologous areas of the right hemisphere with a tendency for diffuse spread. Lateralized discharges with an amplitude of up to 300 uV are primarily registered
in the centrotemporofrontal area of the left hemisphere. Some detected patterns of epileptiform activity were similar to benign epileptiform discharges of childhood
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Puc. 4. Ilayuenmxa K., 9 1em. Inexkmposnuyedparoepamma, con: snusenmu@opmnas akmueHoCcmb 6 8ude CNAaiKo8, OCMPbIX 804H, KOMNAEKCO8 0CMpas — meo-
NeHHAs 80AHA, NPeOCMA6AeHHAs 8 NeB0Il UeHMPANbHO-BUCOHHO-N00HOU 00aacmu, nepuooUHecKy ¢ pacnpocmpaHeHuem Ha 6epmeKcHble 0maoensl, 6ce 31eKmpoosl
188020 NOAYUAPUS U 20MON0UHHbIE YHACMKU NPAB02O NOAYUApUsl, ¢ meHOeHyuell K oug@ysrnomy pacnpocmparenuro, amnaumyooii 0o 300 mx B; aamepanuszo-
6aHHble paspsdbl amnaumyooti 0o 300 mk B no anekmpodam 1eoeo noayuiapus ¢ npeobaadanuem 8 UeHmpanbHo-8UCOHHO-100HOU ooaacmu; KopomKue dugghys-
Hble paspadbl HU3KOU cmenenu OunamepanvHoll CUHXPOHUZAUUU, UMEOWUe PeUOHANbHOe HA4a0 U amMiAUnyOHoe npeobaadarue 6 1e8oil N00HO-UeHMPanbHO-
8ucouHoll obaacmu. Hnoexc npedcmagaennocmu snusenmugopmuoii akmuernocmu docmueaem 90— 100 % na nekomopuix snoxax 3anucu

Fig. 4. Patient K., 9. o. Electroencephalogram during sleep: epileptiform activity (including spikes, sharp waves, and sharp-and-slow-wave complexes) with
an amplitude of up to 300 uV is detected in the centrotemporofrontal area with occasional spreading to vertex areas, all leads from the left hemisphere and
homologous areas of the right hemisphere with a tendency for diffuse spread. Lateralized discharges with an amplitude of up to 300 uV are primarily registered
in the centrotemporofrontal area of the left hemisphere. Short-interval diffuse discharges with onset from several regions, characterized by low degree
of bilateral synchronization and amplitude predominance in the centrotemporofrontal area can also be observed. In some epochs, the index of epileptiform

activity reaches 90— 100 %

2NEKMPUHECKUT INUANMUYECKUTI CIAMYC Me0AeHHO20 CHA
(puc. 3, 4). MPT 201061020 MO32a: CMPYKMYPHBIX HAPYULe-
Hull He gbiseneno. Tlayuenmia enepevie NPOKOHCYAbMUPO-
6GHA INUAENMOA02OM, K Mepanuu 006agaeH 3MocyKcumuo.
B 11 aem npucmynsi kynupoganst. B 16 rem npomugocydo-
DOJICHAS MePanUsi OMMEHEHA 8 C853U CO CMOLIKOL pemuccuell.
B neepoaoeuueckom cmamyce: neekuii nceedo0yav0apHuiil
CUHOpoOM, napesoé Hem, xodum ycmouinugo. bpaduxunesus.
Koopounamopuuix Hapywenuii nem. Peus kopomxumu gpa-
3amu, aKkmueHblil croeapuulil 3anac 6 npedeaax 100 caoes.
Ob6yuaemcs 6 koppexyuortoti wkone VIII éuda no undusu-
dyanvroll npoepamme. Hasviku camoobcaysicusanus pasgu-
mbl doCmMamouHo, ONPAMHA, HO HYHCOAeMCsl 8 NOCHMOSHHOM
yxooe.

Ixoaaaus. HapyieHHoe BOCTIpUSTUE 3BYKOB TIPU-
BOIUT K HeauddepeHIUPoOBaHHOMY ITPOTrOBapUBaHUIO:
B CIIOKOMHOI 00CTaHOBKE peOeHOK OECCBSI3HO BOCIIPO-
M3BOJUT U3BECTHBIE EMY CJIOBA, IOBTOPSIET BBIPAXKEHUSI,
KeM-JI100 MpousHeceHHbIe. OTMevaloTcsl mepceBepaluu
YCJIBIIIIAHHOTO WJIW TTPOU3HECEHHOTO CJIOBA, CJIOBOCOYE-
taHus. [Ipu 3ToM pebeHOK XOpOollo IepeaacT MUHTOHA-
LIMIO YCIIBIIIIAHHOTO, HO TTIOBTOPSIEMBIE CI0Ba (3XOIAINK)
HEe OCMBICIISIIOTCS M He 3aKPETUISIOTCS TS AalibHEeHIIIero
WCIIOJIB30BAHUS. DXOJAIUM SBJISIOTCS UMHUTALIUEH pedn
0e3 CMBICJIOBOM HATpy3KU.

ITpu nerxoii cremenu CA y pebeHka ¢popMuUpyeT-
csl cOOCTBEHHAs! pedb; NEeTH TOBOPST JIETKO, TJIaBHO,
0e3 HalpsKeHUs, He 3aAyMbIBasiCh O 110100pe CJIOB, TOUY-
HOM BBIpaXXeHUM MBICIHU, MIOCTPOCHUM MPEIOKEHUH,

He 3aMeyaloT JOIyILIeHHBIX OlInOoK. PeyeBast mpoayk-
LIS AeTel OcTaeTcsl BHE MX KOHTPOJISI, BCTpeJaeTcs Hea-
JIEKBaTHOCTDb BBICKAa3bIBa€MOTO. beqHOCTh peun cBsI3aHa
C HU3KUM O00BEMOM BOCIIPUSITUS, C ITOA00POM IpaBUIb-
HOTO BapMaHTa BhICKa3bIBaHMSI. BhicKa3pIBaHMS peOeHKA
HE TOYHBI 10 CONEPKAHMIO M OIIMOOYHEI 10 (popme, xa-
paKTepHU3YIOTCs o0wIreM mapadas3uii (3aMeH), IIPOIYCKOB
3BYKOB M 4aCTE€H CJIOB, IEpCceBepallMii, KOHTAMMHALIAA
(JacThb OOHOTO CJIOBA COCIMHSIETCSI C YaCThIO APYTrOro
cnoBa). B mienom peub pedberka ¢ CA MoxXeT OBITh OXa-
paKkTepH30BaHa KaK IMOBBIIICHHAs peueBasi aKTUBHOCTD
Ha (DOHE MOHIKEHHOIO BHUMAHMUS K peYr OKPYKAIOIIUX
U OTCYTCTBUSI KOHTPOJISI 3a CBOei peubto. [pyoo uckaxeH-
Has pedb He MOXET CTaTh I peOeHKA CPEeICTBOM O0IIIe-
HUSI, B pe3y/IbTaTe pa3BUBAIOTCS HAPYIICHUS TMIHOCTH:
pazHOOOpa3HbIE TPYAHOCTU B IMOBEAECHUU, OCOOEHHOCTU
SMOLIMOHAIIFHO-BOJIEBOI C(ephbl, BTOpUYHas 3amepxKKa
TIICUXWYECKOTO Pa3BUTHUSI, HEPEIKO BBISIBIISIOTCST ayTUCTH -
YeCKHUe TIPOSIBICHUS.
Takum obpaszom, s nereit ¢ CA xapaKTepHBI ClIeay-
o1IK1e 0OCOOEHHOCTH:
*  3aMEJICHHOCTb CJIYXOBOTO BOCIIpUSITHS (HE cpa3y
BOCIIPMHUMAET 00pallleHHYIO pedb), IIPephIBU-
CTOCTb BHUMAaHUS Y BOCIIPUATHUS (TO CIIBIIINT,
TO HE CIIBILINT; B Pe3yJIBTaTe U3 Dpa3bl, COCTOSI-
IIIei 13 3HAKOMBIX peOCHKY CJIOB, MOTYT BOCIIPH-
HUMATBCSI TOJIBKO OTIC/IBHBIC CJIOBA), HEYCTOMYM-
BOCTb BHUMAaHMSI, IIOBBIIIICHHAS OTBICKAEMOCTD
Ha BHEIIIHUE PA3IpaKUTeIIN;
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*  pacxoXAeHHE MEXIY YPOBHEM CHIDKCHUS CIyXa
1 YPOBHEM DPa3BUTHS peur. B manpHeiteM Ha-
Or0maeTCs MOBBIIICHHAS. peueBast aKTUBHOCTD
Ha (pOHE CHMKEHHOTO KOHTPOJIS CBOEH Je(eKT-
HOW pevu;

*  HECOOTBETCTBHME MEXIY IIOHMMaHUEM PeUr 1 aK-
TUBHBIM CJIOBAPHBIM 3aIT1aCOM: aKTUBHEII CJIOBAph
0oJiee YCTOMYMB 110 CPaBHEHUIO C TTACCUBHBIM;

* 0oJjiee JIETKOE OBJIaICHNE MUCbMEHHOM pEeUblo
II0 CPAaBHEHUIO C YCTHOI, JydIllee pa3sBUTHE
3PUTEIBHOTO BOCIIPUSITUS PEYU 10 CPaBHEHUIO
CO CIIyXOBBIM.

JlnarnocTuka. YCTaHOBJICHHE KOHTAKTa C peOCHKOM,
0COOEHHO B HE3HAKOMOI [IJISI HEeTO 00CTAaHOBKE, BbI3BIBA-
et TpynHocTu. [1pu mepBUYHOM OCMOTpE peOeHOK MOXKET
OBITh BO30YXICH (0CCIOPSAIOYHO XOOUT IO KAOMHETY,
HE pearupyeT Ha 3aMeYaHUs, KPUIUT) WIM 3aTOPMOXKCH
(cTecHUTEIICH, TIpSYETCS Ha pyKax y Matepu). Tot xe pe-
OCHOK B ITPUBBLIYHOI JOMAalIHe 00CTAHOBKE MOXET OBIThH
CIIOKOEH, BHUMATEIIPHO CMOTPHUT Ha OKPYKAIOIINX, MHOTO
JeniedeT. JlemeT MHTOHAIIMOHHO OKpAIlleH, B HEM MOXHO
OOHAPYXHUTb OOPBIBKM YCJIBIIIIAHHBIX CJIOB, BOCKJIMIIA-
HUi1, HO OHU He CBsI3aHbI C cuTyauueil. s npusiede-
HUS BHUMaHUe pedbeHka ¢ CA HeIoCTaTOUHO 3BYKOBOTO
obOpalleHusI, HeOOXOAMMO ITIOIIACTh B MOJIE €r0 3PCHMS,
MIPUMEHUTh TAKTWIBHBIM KOHTAKT (HaIIpuMep, IIPUKOC-
HYTbCS, TIOBEPHYTH K cebe ero roioBy). duddepeHmnm-
aJIbHBIN AMArHO3 IIPH IIEPBUIHOM OCMOTpPE IIPOBOIUTCS
MEXIY TYTOYXOCThIO, YMCTBEHHOI OTCTaJIOCThIO, pPAHHUM
JIeTCKUM ayTu3MoM [12].

JuddepeHumanbHass TMarHOCTUKA aJlaJIuv U IPYTUX
HapyIICHU, IPUBOISIIMX K MCKAXKECHIIO OHTOTeHE3a pe-
YWy, TIpeJcTaBieHa B Tabn. 1—4.
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IIpornos. [Ietu ¢ CA co BpeMeHeM HauMHAIOT YNTATh,
HO He IOHMMAIOT IPOYNTaHHOTO. I1o Mepe pa3BuTHs pe-
9y (B TOM YHCJIe VIYYIICHUS] TOHUMAaHUSI COOCTBEHHOM
peun) yTeHUE IeIacTcs Bce 00yiee OCMBICIeHHBIM. OOBIY-
Ho nety ¢ CA HaUMHAIOT YUTATh paHbIIIe, YeM XOPOIIIO T0-
Boputh. Eciii He HampaBJIsATh U HEe pPa3BUBATh UX YTCHHUE,
OHO CTaHOBUTCSI aBTOMAaTUYECKUM, C HEIIPaBUIbHBIMU
yIapeHUSIMH U TPYObIM UCKaXKCHHEM CIOB (TUCIICKCHST).
st pa3BUTHSL OCMBICJICHHOTO UTEHMS BaXXHO, YTOOBI
B TeKCTE OBLIO MHOTO COIIPOBOXKIAIOIINX PUCYHKOB, KO-
TOpBIE COOTBETCTBYIOT CMBICTY TEKCTa, B KOHIIE TEKCTa
JIOJKHBI OBITH BOIIPOCHI, HA KOTOPHIE HY>KHO OTBETHUTD,
a 3aTeM HaMTH B TEKCTE CJI0OBO, BRIpaxXeHNUe, (hpasy, moI-
TBepKIAIoIIne IMPaBUJIBHOCTb OTBeTa. I1pu 3TOM 3aKpe-
TUISIETCSI TIOHSTHE HOBBIX CJIOB M BEIpAXXEHUM, TEKCT IO~
HUMaeTCs MPaBUIBHO [6].

I1pu nmucbMe MepCUCTUPYIOT OIIMOKHU, XapaKTepHbIE
IIJISI YCTHOM peur (3amMeHa OyKB, HapyIIeHUe 3BYKO-OYK-
BEHHOTO aHaIM3a — qucrpadus).

I1pu amanuu nerkoii creneHy pebeHOK 6e3 Tpyaa Io-
CEIIaeT MAaCCOBBIM IETCKUM Ccall, YCHEIIHO YYUTCS B IIIKO-
ne. Ero peus pasBepHyTas, IpaBWIbHasI, HO XapaKTepHa
HUCTOIIAEMOCTh CIIyXOBOIO BHUMaHUs (PeOSHOK OBICTPO
OTBJICKACTCSI TIPX YTCHUU BCIIYX, €T0 9aCTO CUMTAIOT He-
IMOCIYIIHBIM), ITO3TOMY HEJIb3s Meperpykath pedeHKa
HU KOJMYECTBOM HOBOTO Marepuaia, HU TEMIIOM €TO
IMOJauM, HA €ro CI0XHOCTHIO. Eciii Bo BpeMs 3aHSITHiA
yTpaTujics KOHTAKT ¢ peOeHKOM, 3aHSITHE JOJIKHO IIpep-
BaThCSI, a €CJIM TTOCTIe TIEpephiBa KOHTAKT HE YIACTCS BOC-
CTaHOBUTbD, 3aHSITHE HY>KHO 3aKOHYMTb.

Pebenky ¢ CA Henb3g 1moceniaTb MacCOBBI EeT-
CKMI call WKW KOPPEKIMOHHBIN cal oIl AETel C 3a1ep-
KKOM TICUXOPEYEBOTO Pa3BUTHS, TaK KaK MCITOIb3YeMbIe

Taomaua 1. Juggeperyuarvhas duaznocmuxa MOMOPHOU AAAAUY U HAPYUEHUN DeHe8o20 pa3eumus 6CAe0CMeElUe HaPYUeHUs. CAYXA

Table 1. Differential diagnosis of motor alalia and speech disorders associated with hearing impairment

Comparison criteria

Speech disorder due to hearing impairment

Cnyx

Hearing

B HOpMme
Normal

CaMOCTOSITeIbHOE OoBJIazIC-
HUE dTanlaMy CTAaHOBJICHUA
peuu

Independent acquisition of
speech patterns at different stages

BbIX KOMILJIEKCOB

Hannume oTnenbHbIX KOPHEH, IICEBIOCIIOB,

OKcIpeccuBHAs pedb
Expressive speech

3BYKOMNOIPaKaHUI

OtnenbHbIC TTOSIBIICHUS TIPOCTBIX CJIOB U 3BYKO-

Separate simple words and sound complexes

Expressive speech is represented by separate roots,
pseudowords, onomatopoeia

HeiipoceHcopHoe HapylieHHe cayXa (arHO3Ms
3BYKOB peun)
Sensorineural hearing impairment (speech agnosia)

«3aTyxaHue» Ha CTaauHu JereTa
“Attenuation” at the prattling stage

DKcrpeccuBHAs pedb (B clIydae OTCYTCTBUST
CIEIMAaIbHOTO O0YYeHUSI M aicKBATHOTO
CIIyXOIIPOTE3UPOBAHMUS) MPEACTaBIeHA OTIEb-
HBIMU 3BYKOBBIMU KOMILUIEKCAMUA
Expressive speech (in the absence of special training
and adequate hearing aid)
is represented by separate sound complexes
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Taomuna 2. Juppepenyuanrvhas OuaeHoCMuKa MOMOPHOU AAAAUL U 3A0EPIHCKU PEUe8020 PA3GUMIS

Table 2. Differential diagnosis of motor alalia and speech delay

Comparison criteria

TemmoBast 3agepxka
PEUYCBOTO Ppa3BUTUA
Temporal delay of speech
development

DopmupoBaHKe TMHIBU-
CTUYECKOI KOMIETEHIIUU
Formation of a linguistic
competence

MwmnpeccriBHas peub
Impressive speech

DKcnpeccuBHas peub
Expressive speech

OcobeHHOCTY TUMHAMUKKA
B KOPPEKLIMOHHON padoTe
Dynamics during correctional
intervention

Alalia

TemmoBast 3amepkka peueBOTO pa3BUTHSI
CcoYeTaeTcs ¢ HapylIeHUSIMUA CTPYKTYPHO-(YHK-
HHOHaJ'[I:HOfI CTOPOHBI peuyMn
Temporal delay of speech development combined with
structural and functional speech impairments

He dbopmupyeTcst 6€3 KOpPeKIMOHHON MTOMOIIN
Can not be formed without correctional assistance

3aTpyIHEHO MOHUMaHKME IPaMMaTHYECKUX
U3MEHEHUIA CJIOB, CMEIIIMBAECT CXOKHUEC 10 3ByYa-
HMUIO CJIOBaA
Children can hardly understand grammatical changes
of the words and confuse similar sounding words

OTMeyvaroTcsl CTOMKUE rpyOble HapyIIeHUs
CTPYKTYPHI CJI0Ba, (Opa3bl U arpaMMaTHU3MBI,
YCUIINBAIOIINECA B ITPOLICCCE YBEIMYCHUSA
CJIOBApHOTO 3araca
Children have rude mistakes in word formation and
phrasing, agrammatisms that worsen along with
vocabulary increasing

PebeHok He MOXeT MpeoaoseTh AeheKT 6e3 Kop-
PEKIIMOHHOTO BO3AEWCTBUS
Children are not able to overcome the defect without
correctional intervention

Speech delay

TemmoBas 3amepkka KOPPUTUPYETCS B COOTBET-
CTBUH CO CTPYKTYPOIi OHTOT€HEe3a PeYeBOro
Pa3BUTUA
Temporal delay is corrected in accordance with the
structure of speech ontogenesis

PebGeHok MOXeT cCaMOCTOSITETHHO YCBOUTh
IIPOCTBIC TPAMMATUYCCKHUE HOPMBI POAHOTO
SA3bIKa
Children can grasp simple grammatical rules of the
native language

PebeHok xopoI11o MoHMMaeT 00pallleHHYIO peyb,
OTCYTCTBYIOT CMEIIIEHVS B IOHUMAaHUN 3Haye-
HUM CXOHO 3BYYalllMX CJIOB
Children understand the speech and do not confuse
similar sounding words

OTCYTCTBYIOT IpyObIe HAPYIIEHUSI CTPYKTYPHI
clioBa, pas3bl U arpaMMaTU3MBbI
Children have no rude mistakes in word formation
and phrasing, no agrammatisms

PebeHok crioco6eH K caMOCTOSITETbHOMY
OBJIaJICHUIO peYeBbIMU 000OIIEHUSIMU
Children can acquire speech generalization skills
by themselves

Tabmma 3. /[uggepenyuanrvhas duaeHocmuka MOMOPHOU Araiul U HapyuweHull peuu, 00yCA08AeHHbIX UHMEANeKMYAAbHOU Hedocmamoy-

HOCmMbHO

Table 3. Differential diagnosis of motor alalia and speech disorders associated with intellectual disabilities

Comparison criteria

[TpuunHa natosoruu
Cause of pathology

TIpenpedeBoe pa3BuTre
Prespeech development

JlnHaMKKa pa3BUTHSI PeUn
Dynamics of speech improve-
ment

Motor alalia

®dopMa TaToJIOTUK peUYeBO ACATEITHHOCTH,
dopmupyronasics B pe3yjbrate HeyCBOCHUS
B OHTOT€HEe3€ CTPYKTYPHO-(PYHKIIMOHATBHBIX
SaKOHOMepHOCTGfI A3bIKa IIPU COXPaHHOCTH
HEPEYEBBIX IICUXUYECKUX TIPOLIECCOB
Speech disorder is a result of failure in learning structural
and functional regularities of the language, whereas
non-verbal and mental processes remain normal

CoOTBETCTBYET BO3pPaCTy
Age-appropriate

HCTI/I CIIOHTaHHO PE€YblO HE OBJIaACBaIOT, HET
CKa4KOB B TEMIIE PA3BUTHUS peUYr
Children do not acquire spontaneous speech patterns
and have no leaps in speech development

Speech disorder due to intellectual disability

HapyieHust pa3BUTHS pe4r — pe3yJibTaT
MaTOJOTUHY MO3HABATEJIbHOMN JEATECIIbHOCTU
Speech disorder is a result of impaired cognitive
activity

Tlo3nHee mosiBIIeHNE TYIEHUS, JIETIeTa
Delayed cooing

K 6—7 romam Ha OCHOBE TOAPaKAHWS IETH
OBJIaJIEBAIOT IIPOCTHIM IPAMMATUYECKIM CTEPEO-
THUIIOM; ITO MEPE OBJIAAEHUSA CTEPEOTUTIOM TEMIT
OBJIAJIEHUS PEYBIO YCKOPSIETCSI

By the age of 6—7 years, children acquire simple grammati-

cal stereotypes through imitation; along the acquisition of
stereotypes, speech development goes quicker
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Taomuua 4. Differential diagnosis of motor alalia and sensory alalia

Motor alalia

Comparison criteria

Bocnpustue peun
Speech perception

CoOTBETCTBYET BO3PACTY, BO3MOXKHO 0€3 OTIOpPHI
Ha 3pUTCJIbHOC BOCIIPUATUE aPTUKYJIALIMN
Speech understanding is age-appropriate, may be

without relying on visual perception of articulation

[Monumanue peun
Speech understanding

CiyxoBoe BHUMaHUE CoxpaHeHO
Auditory attention Present
Dxoanus OTCyTCTBYET
Echolalia Absent

nOBTOpeHI/Ie YCJIBIIIaHHOTO

Repeating e —

KommyHukaims
Communication

MMUMUKO-KECTUKYISATOP-
Has pevyb
Mimics and gesticulation

Hannune komneHcaTopHbIX
CpeacCTB
Compensatory actions

JlnHamMuKa yaydiieHust
peun TIPU €€ CIIOHTAHHOM WJIW HaIlPaBJICHHOM
: : OpPMUPOBAHUU
Dynamics of speech improve- . ¢ .
mZm P P Children have good dynamics of speech development

CoxpaHeHO Ha MepIEeNTUBHOM YPOBHE
Speech perception is remains on the perceptual level

PebGeHok 3aTpyaHsieTcsl TOBTOPUTD CI0BO, (hpasy
Children experience difficulties in repeating words and

OtMmeuaeTcs CTpeMIIeHUE K SI3BIKOBON KOMMY-
HUKaIUM (BepOaIbHOI M HeBepOATbHOI)
Children seek communication (verbal and nonverbal)

AKTUBHOE UCI0JIb30BaHUE XECTOB, BbIPa3u-
TEJIbHAsA MUMUKA
Children actively use gestures and have mimics

Menonuka, 3ByKOOapaKaHUs
Melody, onomatopoeia

Sensory alalia

Ipy60 HapyiieHO
Severely impaired

Ipy0Oo HapylieHO, MOXET HE3HAUYUTETHHO
YIIYYLIATBCS TIPU 3pUTEITBHOM BOCIIPUSTAN
APTUKYJIALIMA TOBOPAILIETO
Speech understanding is significantly impaired; it can
be slightly improve by visual perception of the speaker’s
articulation

Hapyieno
Impaired

IIpucyrcrByeT
Present

PebeHok moBTOpSIET, HE MIOHMMAasI CMbICIa
TIIPOrOBOPEHHOTO CJIOBA
Children can repeat without understanding

OtMeyaeTcs HexXellaHue (1 HeBO3MOXHOCTD)
BCTyIaTh B O0IIIEeHUE
Children are reluctant (and unable) to communicate

OTCyTCTBYE XXE€CTOB 1 aAMUMUYHOCTD WJIM HEBBI-
PasUTEIbHOCTD MUMUKU
Children have no gestures and mimics or have
inexpressive mimics

OTCYyTCTBME KOMIIEHCATOPHBIX CPENICTB
None

OTtMeyvaeTcs IMHaMYKa B OBJIaJIeHUU pPE€YbIO

Kpaiine HM3KUii TEMIT TPU HAMTPABJIEHHOM
dopMupoBaHUM peun
Extremely low temp of directed speech formation

during spontaneous or directed speech formation

TaM METOAMKH 3aHATUI He COOTBETCTBYIOT HEOOXOIUMBIM.
Majio yeM MOXKET IOMOYb U JIOTOIEA B IMOJUKIMHUKE.
3aHSATHS ¢ peOEHKOM, CTpaJalollUM ajlajaueil, T0KeH
IIPOBOIUTH Ie(PEKTOJIOr B CIICLHIUAIN3UPOBAHHOM LIEHTPE
pedeBoii MaToJIOTUM, B PaMKaX KOTOPOIO €CTh BO3MOXK-
HOCTb KOHCYJIbTallMd HEBPOJIOra ¥ MPUMEHEHUSI CBOEB-
PEMEHHbBIX METOAOB IMATHOCTUKMU.

Bmusgnue CA He TOnbKO Ha oOIee pa3BUTHE pe-
OeHKa, HO U Ha (OPMUPOBAHME €ro XapakTepa Tpe-
OyeT KaK MOXHO 0oJjiee paHHEro cIiellnajJbHOTO

TICUXOJIOTO-TIEIarOTUYeCKOro BO3neiicTBUS. TOJIBKO paH-
HSISI TIOMOIITb MOXET JIaTh IIIaHC PeOCHKY C alaneil mo-
JIy4UTh 00pa30BaHUE, COOTBETCTBYIOIIEE €TI0 MHTEIUICKTY.

KoppekunonHnast pabora npu ajgaJud HOCUT KOM-
IUICKCHBIN XapaKTep U IUTAaHUPYETCS C 00sI3aTeIbHBIM yJe-
TOM JTAHHBIX TTEJarOTUIECKOTO SKCIIEpUMEHTa 1 JOIT0J-
HUTeIbHBIX obcienoBanuii (MPT, BOM c BkitoueHEM
HOYHOTO CHA, KOHCYJIBTALIMS IICUXHAATPa), HallpaBJICHHBIX
Ha UCKIIIOUYCHHE IPYTUX, CXOTHBIX 110 KIMHUYECKHM IIPO-
SIBJICHUSIM, COCTOSIHUIA.

KoH( KT nHTEpEeCOB. ABTOPHI 3aSIBIISIIOT 00 OTCYTCTBUU KOH(IMKTA MHTEPECOB.
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NMapoKcu3ManbHble HapyweHus y Aemei
npu 3amecmumenbHoii mepanuu BUMamunom B, ,

M.B. Bapxaros!: 2, C.0. ®ananeesa? 3, E.B. Illumxkunal, 10.E. JIeancoa2,
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Bpoacdennbiii depuyum sumamuna B,y demeii — Hepedxoe napyuienue memaboausma, uzeecmioe  neduampuueckoil npaxmuxe. Kiu-
HUYecKue CUMRMOMbL IM020 3A004e6aHUS MHO2000PA3HbL U BKAKUAIOM PA3IUYHbIE NPOGACHUS KAK CO CMOPOHbI COMAMUYECKOU, MaK
u nepeHoii cucmemvl. OcroeHoil npusnax B ,-decpuyuma — pezpecc ncuxomomopHo2o pazeumusl ¢ 6bipadCceHHbIMU MPOPUHECKUMU Hapy-
WEHUSMU U USMEHEHUSMU CO CIMOPOHbL BHYMPEHHUX opearos. TIpu omcymemeuu c80eepementoll 3aMecmumenbHol mepanuu UMamMuHoM
B,, y demeii 6bicmpo nacmynaiom neoGpamumble HAPYUWEHUs, KOMOPble MO2YM NPUEECMU K AMAAbHOMY UCX00Y, HO C60e6PEMEHHOe Na-
penmepanbHoe 66edenue sumamuna B, moscem soccmanogums ucxo0Hblii ypoeens pazeumus. Aemopui npedcmaeasiom Habaodenue na-
uuenma 6 6ospacme 1 200 4 mec, y komopoeo ¢ 6o3pacme § mec Obiru duaeHocmuposarvl B ,-0epuyumnas anemus u B ,-Oecpuyumnoe
cocmosnue u Hasnavena mepanus eumamunom B, Ha smom gone y pebenia pazeuaucs pazau4ivie napoKcusmbl, Komopsie 0biau pacye-
HeHbl KaK Snuienmu1ecKue, u Ha QhoHe eveHUss AHMUINULCHMUMECKUMU NPenapamamu 0biaa 00CMuUeHyma KAUHUMECKast peMUCCUSL C HOP-
MAAbHBIM NCUXOMOMOPHBIM pa3gumuem pebeHKa.

Karouesvie caosa: degpuyum eumamuna B ,, 3amecmumenvras mepanus eumamunom B ,, npucmynor Ha gone e6edenus sumamuna B,
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PAROXYSMAL DISORDERS IN CHILDREN RECEIVING SUBSTITUTION THERAPY WITH VITAMIN B,

M.V. Barkhatov’ 2, S.0. Falaleeva® 3, E.V. Shishkina!, Yu.E. Denisova?, E.V. Borisova®, A.I. Krasitskiy?, N.Yu. Makarevskaya?
! Department of Nervous System Diseases and Medical Rehabilitation, Faculty of General Medicine, Prof. V.F. Voyno- Yasenetskiy
Krasnoyarsk State Medical University, Ministry of Health of Russia; 1 Partizana Zheleznyaka St., Krasnoyarsk 660022, Russia;
2Krasnoyarsk Regional Clinical Center of Maternity and Childhood; 24 Akademika Kirenskogo St., Krasnoyarsk 660074, Russia;
3Department of Childhood Diseases, Faculty of Pediatrics, Prof. V.F. Voyno- Yasenetskiy Krasnoyarsk State Medical University,
Ministry of Health of Russia; 1 Partizana Zheleznyaka St., Krasnoyarsk 660022, Russia

Congenital deficiency of vitamin B, in children is a frequent metabolic disorder in pediatric practice. The disease has multiple symptoms,
including various somatic and nervous manifestations. The main symptom of vitamin B , deficiency is the regression of psychomotor develop-
ment with significant trophic impairments and changes in the internal organs. Without substitution therapy with vitamin B ,, these children
quickly develop irreversible disorders that can lead to death, whereas timely parenteral administration of vitamin B, can ensure the restora-
tion of the initial development level. We describe a patient aged 1y. 0. 4 months, who was diagnosed with vitamin B, deficiency anemia and
general vitamin B, deficiency at the age of 8§ months, as a result, the child developed various paroxysms that were considered to be epileptic.
The patients started to receive vitamin B, and anfiepileptic drugs, which helped to achieve clinical remission with normal psychomotor de-
velopment.

Key words: vitamin B, deficiency, substitution therapy with vitamin B ,, seizures in response to vitamin B, injections

B MeamnmuHCKOM JIUTepaType HOCTATOYHO MOJI-  IIOJy4YaeT ero TOJbKO aIMMEHTApHBIM IMyTeM. ButamMmH
HO OMUCaHbl clydyau neduuura BuTamMmuHa B, y netei, B,, comepxurca B Takux NpOAyKTax, Kak MACO, pbiba,
NPUBOSIINE K TEMATOJOTMYECKUM U HEBPOJIOTMYECKMM  sIiilla 1 MOJIOKO. Bo Bpems GepeMeHHOCTH BUTaMKH B,
HapylieHuaM. Buramun B, — He3aMeHUMBbIA 1 HEOOXO-  XOPOLIO IPOHMKAET Yepe3 MJIALEeHTY M HaKarIMBaeTCs

JUMBI KOMIIOHEHT MeTa0oJM3Ma, 1 B HOPME YeJIOBEeK B Ile4eHu ruroaa. Ero 3amacoB y HOBOPOXIEHHOIO MOXKET
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XBaTUTh Ha HECKOJIBKO CaMOCTOSITEIbHBIX MECSIIEB K13~
HU, HO IIPU CTEYCHHMHU OIIPEIEICHHBIX 00CTOSTEILCTB
(meTu, poxXIeHHBIe OT MaTepeil ¢ aHeMHel, MaTepu
Ha CTPOTOM BETETApUAHCKOW AUETE, C TEHETUYECCKUMU
HapyIIeHUSIMU, TUGUIIO00TPHO30M) MOXET Pa3BUTHCS
KJIMHUYECKUI aeduuut ButamMuna B, [5, 6, 24].

Kimanyeckue nposiBieHUST HapyIIeHUI pa3HbBIX 3Ta-
MOB MeTabom3Ma BUTaMiuHa B, 04eHb CXOXM M BKIIIO-
YaT MEraJIo0JIaCTHYIO aHEMHIO, HAPYIICHUS ITUTAHUS
1 KOPMJICHUSI, 3aIePXKKY IICUXOMOTOPHOIO Pa3BUTUS
WIN €T0 perpecc, BO30yIMMOCTbh, C1a00CTh, TUMGDOY3HYIO
TUIIOTOHMIO, aTaKCHIO, allaTUIO, TPEMOP, TUIIEPKUHE3HI,
cyaoporu, Mukpoluedamio u arpopuio moara [1, 11]. Tak-
K€ OIMMCAHBI Cydar STIUJICTICUH, IIPOTEKABIICH 110 TUITY
cunapoma Becta ¢ perucrpaumeit MonuuLIMPOBaHHON
TUTICAPUTMUH U PETPECCOM pa3BUTHUSA B 9 Mec Iociie Ma-
HudecTay HHPaHTWIBHBIX SIMICITHICCKIX CIIa3MOB,
0e3 MaKpOLIMTAPHOI aHEMUU U C TIOJIHBIM PErpeccoM Beeit
IMAaTOJIOTUYECKON CHUMIITOMATHKHU IOCJIe 00HApYKEHUS
B,,-nedunura u ero koppekuuu [8]. 3anepxka ¢ mocra-
HOBKOI1 TMarHo3a 1 I03IHee Hadyalo JIeueHUs aeduimra
BUTaMUHa B, MOTYT IIpMBECTH K HEOOPATUMOMY TTCHXO-
MOTOPHOMY perpeccy U HeBpOJIOTUYSCKIM HapyIICHUSIM.
Tak, HEKOTOpHIE UCCIeAOBAaHMS ITOKA3BIBAIOT, YTO B CIIy-
yae HavyaJia Teparuy mo3mHee, 9eM Jyepe3 12 Mec 1mocie Ma-
HudecTaly 3a00JIeBaHNST, HEBPOJIOTUYECKIE U3MEHEHMS
HeoOpaTUMBbI, HECMOTPS Ha IIPOBOIUMYIO TTOCIECIYIOIIYIO
Koppexmuio [14, 19].

B cBoeit mpaKkTHKe MBI CTOJIKHYJIUCH C PEIKUM CITyda-
€M MOSIBJICHUS SIMIICTITUICCKUX ITPUCTYIIOB B OTBET Ha 3a-
MECTUTEJIbHYIO TEPANUIO BUTAMUHOM B, ¢ 11€/1b10 KOp-
PEKLIMU YCTAaHOBJIEHHOTO B,,-neduinra y 8-mecayHoro
pebeHka ¢ MerajobaactHoi aHemueid. [1o tTaHHBIM MUPO-
BOI1 INTEepaTyphl, JAHHOE COCTOSIHIME BCTPEYaeTCsl OUCHb
PEeNKo, M ero MUISMHOJIOTUS He yCTaHOBIIeHa. B craTbe
G. Benbir u coaBt. (2005) onmrcansl 3 cirydasi OSIBICHUS
SIWICITUICCKUX IIPUCTYIIOB Y A€TEl ITOCIIE 3aMECTUTEIb-
HOTro BBeleHUA BUTaMuHa B, [4]. B aTux KinHMYECKHX
HaOJIIOMEHUSX TIOMUMO 3aIepKK1 Pa3BUTHS Pa3HOI CTe-
TIEHU TSDKECTH Y IETEH B IIEPUOJ Tepartn BATAaMUHOM B |,
PETUCTPUPOBAIUCH SIUJICTITUYSCKIE IIPUCTYITBI ITO TUITY
MHOKJIOHMYECKUX Y KJIIOHMIECKHUX, COITPOBOXKIABIINECS
HaJIMYMEM UKTAJTbHBIX M1 MTHTePUKTAIBHBIX PETUOHATBHBIX
WIN MYJIBTAPETHOHATBHBIX STICIITU(OOPMHBIX U3MEHE-
HUI Ha 351eKTposHIedanorpamme (B3) BIJIOTH 10 31K~
JICITUYECKOTO cTaTyca. ¥ OIMMCAHHBIX JeTeH IIPUCTYIIBI
MaHMdecTrpoBain Ha 4—11-e CyTKM BBeIleHMSI BUTAMUHA
B,,. Tepanus kioHaszenamMoM okasanach 3(GGEKTUBHOI
B OTHOLIIEHUHU MPUCTYIOB y BCeX JIeTel yKe Ha 2-1 He-
IeJie IpMMEHEHMs IIperiapaTta, OMHAKO MHTepUKTaJIbHBIC
n3MeHeHus Ha DD Mo coxpaHsThes B TedeHue 1 roga
ITOCJIe TIEPBUYHOM TUATHOCTUKM SIIICHTUISCKUX TIPH-
CTYIOB.

[laTtorenes amwierncuu npu aeUINTE BUTAMUHA
B,, M3yyeH Hem0CTaTOuHO, a MPUYMHBI BOSHUKHOBEHUS

SIWIENTU(OOPMHON aKTUBHOCTH IIPU 3aMECTUTEILHOM
BBEJICHUM BUTAMUHA B, HEM3BECTHBI, CYLIECTBYET JIMIIb
HECKOJIbKO Teopuii. OOIIMM JjI BCEX TCOPUI ABISIETCS
00BSICHEHNE BO3HMKHOBEHMSI SIMIICTITUICCKUX TIPUCTY-
ITOB M3MEHEHHMEM IIa3MEHHOM KOHIICHTPAIIMU aMUHO-
KMCJIOT U U30BITOYHOM aKTUBalLMel ImyTeid MeTabou3-
Ma BuTamuHa B,,, panee HeakTuBHbIX [12]. HekoTopbie
W3 UCCIIEIOBAaHMI, IIPOBEACHHBIX HAa MBIIIAX, YKa3bIBa-
0T, 9YTO TOMOIIMCTEMH (CepocoaepKalas aMIHOKICIIOTA)
MOXET BBI3BIBATh SMUJIENTUYECKHE TTpUCTYNHI [16—18].
Takxke B onbITax ObUIO MOKA3aHO AHTURTIUJIENITUYECKOE
JECTBME aHTarOHKUCTOB IJyTaMaTa Ha IPOKOHBYJIbCHB-
Hoe BiaussHHe romornuctenHa [9, 10]. Takke cymiecTByeT
MIPEAIIOIOXEeHNE, YTO pacIiag MUeINHA (BCICACTBHE JIe-
(burura BuTaMuHa B,) MOXeT BbI3bIBATH OOJIBILYIO BOC-
MIPUMMYNBOCTh HEPBHOM KJIETKH K [JTyTaMaTy, 4TO, B CBOIO
odepenb, MOXKET 3aITyCKaTh SMWICHTUISCKUM Kackan [2].

C apyroii CTOpPOHBI, CYIIIECTBYET MHEHUE, YTO BO3-
HUKHOBEHME MUOKJIOHYCA ¥ TpeMopa y AeTeil B OTBET
Ha Tepanuio BATAaMUHOM B, TIpu ero peduimre He nMe-
€T OTHOIICHMS K SIWICTICUM U TOJDKHO PaCCMaTPUBAThCS
KaK TPaH3UTOPHAsI CUTyallMsI, He HYXIAIoIIascs B IIPO-
TUBOCYIOPOXHOM Teparnuu [7, 13]. B cTaThe Typenkmx
uccnenonareneii A. Tosun u coast. (2011) onuceiBatoTcs
2 KIMHWYECKUX CIydyasl MOsSBICHUS MUOKIIOHYCA JINIIA,
PYK, SI3bIKa, HOT Y MJIa[IcHIIeB Ha 5-i1 IeHb 3aMeCTUTEIIb-
HO¥i Tepanuu ButaMuHoM B,,. Ha B3I snunentudopm-
HBIX U3MEHEHUI BBISIBJICHO He OBLIIO, HA OCHOBAaHUH YETO
HCCIIEIOBATENIN OIPOBEPINIM SIUJICIITUICCKYIO TIPUPOIY
MHMOKJIOHYCa M Ha3HAYWJIM MallMeHTaM IupaleTraMm, Ko-
TOPBII B TeYEHUE HEIEIN MPeKpaTHJT TapoKCu3MbI [23].
Heob6xonuMo 3aMeTUTh, YTO OTCYTCTBHE SIUJICIITU(MOPM-
HBIX U3MEHEHMI Ha pyTUHHOM DD He onpoBepraer auar-
HO3 3MIWICTICUH, 2 Ha3HAYCHKE ITpalieTaMa MOXET ObITh
3G GEKTUBHBIM IIPU SMUJICIICUSIX ¢ MUOKJIOHNYECKUMU
SMWIeNTUYEeCKMMU npuctynamu [15]. Huxke MBI onuchl-
BaeM COOCTBEHHOE KJIMHUYECKOe HabJrogeHue pedeHKa
C IIPUCTYIIaMHM B OTBET Ha 3aMECTUTEIHbHYIO TEPAITNIO BU-
TaMUHOM B ,.

Ilayuenm K. E., 1 200 4 mec. B 6o3pacme 8 mec no-
cmynua 6 omoeneHue namoaouu demeil paHHe2o 03pacma
KI'BY3 «Kpacrosapckuii Kkpaeoli KAUHUYECKUL YeHmp 0X-
DaHbl MAMeEPUHCMEa U 0emcmea» ¢ Hcaio6amu Ha evipa-
JICEHHYI0 8510CMb, OMCYMCMEUe UHMepeca K OKPYICAoUUM
AUUAM U npedMemam, omcymcmeue aKmueHsX 08UNCeHUll
8 PyKax u Ho2ax, ympamy npuoopemeHHbIX MOMOPHbIX HA-
BbIK08, NONEPXUBAHUS NPU KOPMACHUU, 3A0ePIHCKY CMY-
aa (0o 1 paza é nedearo), pgomy poumarom 1 pasz é derv
6 meyeHue NOCAeOHUX 2 MecC, BbIpANCeHHOe YMeHbUleHUe
Mmaccel meaa. BoimeykazanHoie dcano0bl pa3euaucs no-
cmenenHHo 6 meverue nocaednux 2 mec. M3 anamuesa: pe-
benox om 3-ii bepemenrHocmu, 3-x podos. bepemernnocmo
npomekana Ha gone ymeperHoi npesxsamncuu 11 noso-
eunbvl. Cmapuwue demu (6o3pacm 13 sem u 2,5 eoda) 300-
poesbl. Poobl cpounvie, uepesz ecmecmeennsie nymu. Macca
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Puc. 1. Ilayuenm K.E., 8 mec. Juaenos: B -accoyuuposantvie cyoopoeu Ha @one samecmumenshol mepanuu deuyuma eumamuna B, Pesyaomamor
MYAbMUCRUPANBHOL KOMABIOMEPHOU MOMOoepaghuu 20108H020 M0O32a: CYO- U CYynpameHmopuanbHvie CMpyKmypbl He cMeujetbl; HePABHOMEPHO PACULUPEeHbl
cybapaxnoudanbHbie NPOCMPAHCMBA NO NOBEPXHOCMU BUCOYHBIX, NOOHBIX U MeMeHHbIX doaell; wceaydouku mo3zea (111, IV u 6okoevie) He pacuiupensl; yuacm-
K08 namoAnoeu4ecKol nAOMHOCMU 8 8el4eCmee M032a He 8bis6AeH0; 0eCMPYKMUGHble U MPagMamu4ecKue U3MeHeHus 8 KOCHsX c600a U OCHOBAHUS Yepena

He onpe()eﬂﬂiomc;z

Fig. 1. Patient K.E., 8§ months. Diagnosis: vitamin B ,-associated seizures during the substitution therapy of vitamin B, deficiency. A multislice computed
tomography scan of the brain: sub- and supratentorial brain structures are not displaced; subarachnoid spaces are unevenly dilated on the surface of the tem-
poral, frontal and parietal lobes; brain ventricles (I11, IV and lateral) are not dilated; no areas of pathological thickening were detected in the brain tissue; no
destructive or traumatic changes in the calvarial and basal skull bones were observed

mena npu poxcoenuu — 3950 e. Ouenka no wikanre Aneap —
9/9 6annos. Ilepuod nHogoposcdennocmu npomekan 6e3 oco-
oennocmeil. lonosy depucum ¢ 1-20 mecaua, nepegopayu-
saemcs ¢ 4 mec. C poycdenus Ha epyOHOM 8CKAPMAUBAHUU.
Ipukopmyl He 86edenbl 6 C53U ¢ pa3gumMUEM HACMOAULE20 3A-
obonesanus. Iloayuaem npogurakmuxy paxuma (eumamur D
8 doze 1000 ME) ¢ 1-mecsiunoeo eozpacma. Ilepenec ocmpotii
eHotiHbi omum 6 1,5 mec.

Ilpu nocmynaenuu cocmosHue pebenka pacuyeneHo
Kak ouenb msicesoe. Annemum cHudiceH. B comamuueckom
cmamyce: KOJCHble NOKPOBbL O4eHb OnedHble ¢ 80CKOBUO-
HbIM OMMEHKOM, 2UnepRueMenmauyus Koxcu MOUOHKY, cO-
cK08, nodmviuteurvix obaacmeti. IIo0koxicHO-xcUpo8oil caoil
YyMmeHbvueH, mypeop mkaneil chuxce. Causzucmas 060104Ka
nosaocmu pma, A3vlKa MAAUHO8020 ysema. AQpmo3nulii cmo-
mamum. 2Kugom acummempu4ro ygeauueH 6 o0seme 8 HUdic-
Hell mpemu 3a cuem KOHMYPUPYIOUWUX nemenb KUeyHuKa
(kanoewiil 3a6an). Kpaii neyenu nasonamopHo Ha 4 cm Huice
pebepnoii dyeu. Cmya ¢ uacmomoii 1 pas e Hedenro, 3eneH020
ygema, 3amMasko006pasnoil koncucmenyuu. Moueucnyckanue
pedkoe. B Heaponoeuueckom cmamyce: pebeHOK 6 CO3HAHUU,
oueHb HeeamueeH, OecnoKoeH, pazopajicumener, Habao-
daromcs seaenus eunepecmesuu Koxcu. Ilonepxusaemcs
npu Kopmaenuu. Inomounuiii pegpnerc scueoi. Moiweurolil
mouyc 6 koHeunocmsax Huskui. Cyxodxcunshole pegaexcol
cHudcenbl. bprownvie pegaekcel cummempuunsl, 0caabaeHbl.
Yoepaucusaem 20108y, pedko nepegopauueaemcs 6 obe cmo-
DOHbL, He cuOUm, He cadumcs CamoCmOosImenbHo, He 8Crmaem.
Daxmuuecku dsueamenbHas akmMUgHOCMb npedcmasiena
MOAbKO 08UIICEHUEM 20408bL 8 CMOPOHbL. Jlenem ocaabaeH.

Hcxoods uz xcanrob, anamuesa, 0aHHbIX QU3UKANbHOCO
ocmompa npu ROCMynAeHuu Obli o4epyeH cAe0yIouull kpye
JughgpepenyuanrbHo20 NOUCKA: NOPOK PA3BUMUSL JHCENYO0HU -
HO-KUWEYH020 MPAKMA, 8PONCOeHHAs. OUCHYHKUUA KOPbl

Haonoye4Huko8, OeceHepamusHoe 3a001e8anue HepeHoll Cu-
cmemsi. Hauamo napakaunuueckoe o6caedoganue coenacho
3an0003peHHbIM 30001€8aAHUAM.

Myabmucnupansnas kKomnviomepHas momozpagus
(MCKT) eono6H020 m032a npu nocmynieHuu: s8ieHus
ampoghuu 100H0-8UCOUHO-MeMeHHbIX donell. Yuacmkoe na-
MoA0_UYECKOll NAOMHOCIU 8 8eujecée M032d He Bblsi6AeHO.
Jlecmpykmuensle u mpasmamuuecKue U3MeHeHUs. 8 KOCMAX
c600a u ocHoéanus yepena He onpedeasiomces (puc. 1). Bu-
deo-DIBI-monumopune (BOM) cna npu nocmynaenuu: snu-
Aenmughopmuas aKkmugHocme He pecucmpupyemcs. Kiunu-
YecKUll AHAAU3 KPOBU: aHeMUsl 1e2KOll CreneHu msjcecmu
(makpoyumapras eunepxpomuas): eemozaobun 101 2/x,
spumpouumst 2,5 x 1012/a, cemamoxpum 27 %, cpeonuii
ob6sem apumpoyumos 111,5 ¢pa (nopma 80—100), cpednee
codepoicanue eemoenobuna ¢ 1 spumpoyume 40,3 ne (Hopma
22,0—-32,7), hpubauzumenvHas KOHUEHMPAYUs eemo2noou-
Ha 6 kposu 36,1 e/a (Hopma 32—36), wupuna pacnpedene-
Hust apumpouumos no 06semy 28,9 % (nopma 11,5—12,0),
netikoyumot 5,3 x 10°, neiimpogpuavt 27,3 %, aumgouyu-
mot 61,8 %, monoyumot 5,1 %, s03unoguavt 5 %, 6aszo-
uavt 0,8 %, mpomboyumor 307 x 10°/a, pemurynroyumot
11 %. Konuenmpayus eumamuna B, 6 coieopomke kposu
<150 me/mn (nopma 193—982 me/ma). Yposenv gporamos
Ha MOMEeHM 20CRUMAAU3AYUU He UCCAeD08aH.

Ha ocnosanuu kaunuveckux 0aHHbiX U OGHHBIX 1A00-
PAMOPHBIX UCCAe008aHULL Yy pebeHKa YCMaHoeaeH 0UuazHo3
«ABUMAMUHO3 UMamuna B, c majcenvimu neeponoeuuecKu-
MU HapYWeHUSMU, BKAI0YAs BecemamugHble paccmpolicmea,
u paszgumuem mezanrobaacmuoil anemuu». Ilocae noemopHo-
20 0emanbHo2o paccnpoca podumeneil y0aioce ymovyHUmMs
aHamHe3: mamo pebeHka 00 2-ii bepemeHHOCMU cmpadania
aHemuell (yposeHs eemoenobuna 90 e/n), He 06caedosana.
Y cubca (2-20 pebenka 6 cemve) 6 o3pacme 5 mec Ovira
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Puc. 2. llayuenm K.E., 8 mec. Juaenos: B, ,-accoyuuposantvie cydopoeu na gone samecmumensioii mepanuu deuyuma sumamuna B, Pesyaomamot
8Ude0-31eKMPo3HUehanroepaguuecKoeo MOHUMOPUPOBAHUS CHA: HAO NA0OHBIMU Omdeaamu, 60buUle CAe8a, 3apecucmpUpo8aHsl pecUoOHaNbHbIe Pa3PAdbl OCIPLIX
604H, cnaiikog amnaumyooi do 100— 150 mx B ¢ nepagrnomepHbiM UHOCKCOM INUAERMUPOPMHOL AKMUBHOCHIU

Fig. 2. Patient K.E., § months. Diagnosis: vitamin B ,-associated seizures during the substitution therapy of vitamin B, deficiency. The results of video-
electroencephalography monitoring during sleep: regional sharp waves and spikes with an amplitude of up to 100— 150 uV with a varying spike-wave index were

registered over the frontal lobes (mostly in the left area)

8bI5181€HA Me2aN00AACTMHAS AHEMUSL C NOAONCUMENbHBIM -
gexmom Ha aeuenuu. boir onpedenen yposens eemoerobuna
y mamepu — 115 2/, yposens konyenmpayuu eumamuna B,
6 mamepurckoil kpogu <150 me/ma.

ITlayuenmy nayama mepanusi YUAHOKOOAAAMUHOM (8U-
mamutom B ,) 6 00se 5 mke/Ke/cym eHympueerno cmpyiro
eJice0HeBHO.

Ha 4-e cymiku 3amecmumenvHoli mepanuu — pe3xoe
YXyouieHue 6 COCOSHUU 6 8Ude 0CMPO20 PA36UMUSL MANCEe-
1020 XOPEOMUOKAOHUHECK020 CUHOPOMA, NPeOCmA8AeHHO20
MeAKOPAZMAUUCHbIM MPEeMOPOM Kucmeil, npeoniequi, oe-
dep, MUOKAOHYCOM Mblly, 104, 6¢K, ujex, nodoopodka, A3bika.
Yuacmue 6 cokpawenuu moiuy, 2y6, A3blka NPenImcmeosano
cocaHuro epyou mamepu. XopeonodobHbie 08UNCEHUS U MUOK -
JIOHYC NOAHOCMbIO Ucte3anu 60 cHe. B mepanuio 6bin dobaenen

dexcamema3son 6 doze 0,5 me 1 paz é cymku 6Hympumblie4Ho
6 meuenue 3 cym u negemupauvemam 6 0oze 20 me/ke/cym
6 2 npuema. Ilpu nosmoprom BOM cua (3 4 3anucu) na gore
MUOKAOHYCA U SUNEPKUHE308 PeUCPUPYemcsi PecUOHANbHAS
anusenmugpopmuas aKkmugHOCMs Hao N0OHbIMU OMEeOeHUs -
MU ¢ akyeHmom caeea (puc. 2). B mepanuu nposedena cmena
Aeeemupayemama Ha KaoHazenam 6 dose 0,05 me/ke/cym
(0,125 me 6 3 npuema).

Ha 5-e cymku excedneenozo esedenus eumamuna B,
¥ pebeHKa 3a@uKcuposana cCmouKas noA0JNCUMenbHas OUHa-
MUKa N0 OCHOBHOMY 3a001€8aHUI0: 01e0HOCMYb KOMCU MeHee
BbIPAJICEHA, KYNUPOBAHA 2UNEPNUSMEHMAYUS KONCU, UCHe3-
G MAAUHOBAS OKPACKA A3bIKA. SHAYUMO 803DOC annemum,
u Obia 66eden npuxopm. Pebenokx cman akmueno nepesopa-
uygamocs, cudems 6e3 N000ePICKU, 3aX6AMbIBAMb USPDYUIKU,
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Puc. 3. Iayuenm K.E., 9 mec. Juaenos: B, ,-accoyuuposantvie cydopoeu na gone samecmumensroli mepanuu depuyuma sumamuna B, Pesyaomamot
8Ude0-31eKmposHyedanoepapuueckKo20 MOHUMOPUPOBAHUS CHA: HAO N€60il NOBHOI 00AACMbIO PeUCPUPYIOMCS PeUOHANbHbIE PA3PAObI KOMNAECKCO8 0CMpPas—
MeOaeHHas 80AHA amnaumyooi 0o 150— 175 mk B ¢ Hu3kum undexcom InUAenmugopmMHoi aKmueHoCmu

Fig. 3. Patient K.E., 9 months. Diagnosis: vitamin B ,-associated seizures during the substitution therapy of vitamin B, deficiency. The results of video-
electroencephalography monitoring during sleep: regional sharp-and-slow wave complexes with an amplitude of up to 150— 175 uV with a low spike-wave index

were registered over the left frontal area
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Puc. 4. lTlayuenm K.E., 1200 4 mec. [uaenos: B ,-accoyuuposaniboie cyoopoeu na ore samecmumensroli mepanuu deguyuma eumamuna B, Pesyaoma-
Mbl MYABMUCRUPAALHOU KOMNIOMEPHOU MOMOZPAPUU 20108H020 MO324: CYO- U CYyNPAMEHMOPUALbHbIE CIPYKMYPbL He CMeujeHbl; Cy0apaxHouoanbHsle npo-
CMpaHcmea HepagHoMepHble N0 NOBEPXHOCMU BUCOYHBIX U N0OHBIX Doeil; Hepe3Ko pacuiupeHrsl 6okosbie xceayoouku, 111 u IV xucenydouxu He pacuiupensl;
CMPYKMYPHbIX U3MEHEHUL BeUleCmea 20108H020 MO32A He GblsI8ACHO; 0eCMPYKMUBHbIE U MPAGMAMUYECKUe USMEHEHUs 8 KOCMSX 6004 U OCHOBAHUS Hepena

He onpec)e/zmomc;l

Fig. 4. Patient K.E., 1 year and 4 months. Diagnosis: vitamin B ,-associated seizures during the substitution therapy of vitamin B, deficiency. A multislice

computed tomography scan of the brain: sub- and supratentorial brain structures are not displaced; subarachnoid spaces are unevenly dilated on the surface of

the temporal and frontal lobes; lateral brain ventricles are slightly dilated, 111 and 1V ventricles are not dilated; no structural changes in the brain tissue were
detected; no destructive or traumatic changes in the calvarial and basal skull bones were observed

cmessmocsi. Peoma noanocmoto kynupoeana. Cmya cman pe-
2YNAAPHBIM, eHCeOHEGHBIM.

Ha 6-e cymku newenus eumamunom B, 6 pexcume
edce0He8HbIX UHBEKUUL 3aPUKCUPOBAHO pa3eumue pemiu -
KyaoyumapHoeo Kkpusa (pemuxysoyumst 26 %), nocie ueeo
nayuenm 0bin nepegedeH Ha GHYMpUMblUeUHble 886e0eHUs U~
mamuna B, 1 pas ¢ 2 cym do momenma CHuxicenus: ypoeHs
PemuKyaouumos, oaree — Ha 6éedenue eumamuna B, 1 pas
6 Hedento no ycmanogaeHHoli cxeme. Ilocae samoeo nayuenm
0Obl1 8bINUCAH DOMOI.

Ambyramoproe Habaodenue: nocmeneHHoe CHUMNCEHUE
BbIPAINCCHHOCMU MUOKAOHUYECKUX U XOPeUHecKUX NapoKcu3-
MO8 ¢ nOAHbIM Kynuposanuem 6 meyerue | mec. BOM cua
(3 4 3anucu) uepes 1 mec: pecucmpupyemcs pecuoHaIbHas
INUNENMUPOPMHASL AKMUBHOCIb HU3K020 UHOeKCa HAD 1e80li
A00HOI 0baacmoto (puc. 3). Ilauuenm npodoaxcun noayuameo
KkaoHazenam 6 doze 0,05 me/ke/cym 6 meuenue 1,5 mec ¢ no-
CMeneHHbIM CHUJICEHUeM U OMMEHOL npenapama @ meuerue
4 mec, nabarodancs y eemamonoea. Beedenue sumamuna B,
npoo0AINCANOCH 8 YCIMAHOBACHHOM pedcuMe.

Kamamnecmuueckoe nabarodenue 6 eozpacme 1 200
4 mec: cocmosiHue pebeHKa ¢ 8blPANCEHHOL NOAONCUMENbHOLL
OUHAMUKOIL 8 COMAMUMECKOM U HeBpOoA02UHeCKOM cmamyce.
Cadumcs camocmoamensto ¢ 10 mec, noazaem c 10,5 mec,
ecmaem c 12 mec, xooum c 1 2oda 2 mec. Ilamonoeuueckux
OMKAOHEHUIl 8 COMAMUUYECKOM U NCUXOHEeBPOA02UUECKOM
cmamyce Hem. Knunuueckuii anaaus kposu — Hopma. MCKT
201061020 M032a 6 1 200 4 mec: éapuanm 803pacmHoll HOpMbl
(puc. 4). BOM cua (3 4 3anucu): 3nauumenvHas noa0xucu-
menbHas OUHAMUKA 8 8UOe BbIPANCEHHO20 COKPAUjeHUsl UH-
dekca snunenmugopmHol akmugHocmu (puc. 5).

Takum 06pa3oM, JaHHBIA KIMHUYECKUM ciydyail ae-
MOHCTPUPYET, YTO HAYMHAIOIIASICST 3aJIepKKa PA3BUTHUS

pedeHka 1-ro roga XM3HU B COUETAHUM C HAPYLIEHUEM
IMUTAaHUS, HEBPOJIOTUYCCKUMM IIPOSIBICHUSIMUA M, OCO-
OEHHO, aHeMUel 3acTaBJIsIeT IIPOBECTU AUArHOCTUYECKIM
MOMUCK B 00J1aCTU HapylleHUI MeTaboar3Ma BUTAMUHA
B,,. BerenctBre HEM3BECTHBIX MPUYMH ITPU 3aMECTHU-
TEJIbHOM Teparnuu BUTAaMUHOM B, MoryT manuecTupo-
BaTh (POKAIBHBIC SMIICTITUUCCKHIE TIPUCTYIIBI, KOTOPHIE
HYXHAIOTCSI B 00S13aTEJIbHOM 3JIEKTPO(GU3NOTIOTNIECKOMN
1 HEMpOpaanoJIoru4ecKoi AuarHocTuke. PaHHsIs1 nuarHo-
CTHMKa ¥ JiedeHUe B ,-1eUIMTHOrO COCTOSHUSA YPE3BbI-
YalfHO BaXKHBI IJIsI OJIarONPUSITHOTO MCX0Ia 3200 IeBaHMS
U TIPeIOTBPAIICHUS HEOOpAaTUMBIX HApYIIICHUI pa3BUTHS.
V Hamero nanuenTa o gaHiHbiIM MCKT Obutu 1uartHo-
CTHUPOBAHHBI BBIpaXXeHHBIE aTpOGUIECKUEC M3MEHECHUS
BeIlleCTBa TOJIOBHOTO MO3Ta B JIOOHO-TEMEHHBIX OTIEIaxX
1 00J1aCTH OOKOBBIX XKEIYI0YKOB, KOTOPhIE HE OIpPeIeisi-
jmch Ha ioBropHOoit MCKT yxke yepe3 8 Mec mociie Havyaia
3aMECTUTEJIbHOI Tepanuu BUTaMmuHoM B 12+ Hamm nanusie
N0 TMarHOCTUKe aTpoduu Mo3ra npu B,,-nebuunTHbIX
COCTOSIHUSIX Y AeTel He IMPOTHBOPEYAT OOIIEMUPOBBIM
KJIMHUYECKUM HabmoneHusm [3, 5, 12, 20—23], ogHako
OITMCAaHMI1 CTydaeB BOCCTAaHOBJICHMS aTpOGUICCKIX U3Me-
HEHUIA MO3Tra MOCJIE 3aMECTUTEIbHOU TepaTui BUTAMUHOM
B, MbI He OOHapyXuIK. BO3HHKHOBEHUE SITUIIETITHYE -
CKMX IIPUCTYIIOB IIPU TePAuu BUTaMUHOM B, y nereit
BO3MOXKHO, HO HE TpeOYyeT OTMEHBI 3aMEeCTUTECIbHOU Te-
parmmuu. HazHayeHne aHTUAMIIIICITUISCKUX TIpernapaToB
MOXeT O0Ka3aTbes 3(POEKTUBHBIM B OTHOIIICHUM KOHTPOJISI
HaJl IPUCTyIIaMH (B OITMCAHHOM HaMU CJIy4dae IPUMEHSII-
csI KJIOHa3eIaM OrpaHMICHHBIM KypcoM). MBI He MOXeM
YTBEPXXAATh, YTO ITPY OTCYTCTBUY T€PAITMHI aHTUSITIICTITH -
YECKMMU TIperapaTaMy Y AeTeH C SIMICIITHYSCKIUMU TIPH-
CTyImaMu Ha (hOHEe 3aMEeCTUTEIHPHON Teparud BUTAMUHOM
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Puc. 5. llayuenm K.E., 1200 4 mec. [uaenos: B;,-accoyuuposantbvie cyoopoeu na gone samecmumensioii mepanuu deguyuma sumamuna B ,. Pesyabma-
Mol 8U0e0-31eKMPOIHUEDAN0PaPUHecK0e0 MOHUMOPUPOBAHUA CHA: NPUSHAKU SNUAENMUPOPMHBIX UHMEPUKMANbHBIX U3MEeHeHUll 8 100HbIX omdeaax noay-
wapuii 8 sude 2 INU300UHECKUX PeUOHANbHBIX PA3PA006 KOMHACKCO8 CRAUK—B80AHA aMnaumydol do 250—275 mx B

Fig. 5. Patient K.E., 1 year and 4 months. Diagnosis: vitamin B ,-associated seizures during the substitution therapy of vitamin B, deficiency. The results
of video-electroencephalography monitoring during sleep: signs of interictal epileptiform activity in the frontal lobes presented by 2 occasional regional spike-
and-wave complexes with an amplitude of up to 250—275 uV

B,, BO3MOX€eH HEOMIArONMPUSATHBINA IPOTHO3 10 (POPMUPO-  POXHO¥ TEPATIMU MOXKET MOBIMATH HA OTAAJIEHHbIH TPO-
BaHUWIO SIWJICTICUM B TaJbHEMIIEM, TaK e KaK He MOXeM  THO3. JIJIs 3Toro Heo0XoIUMBI JaJIbHEHIINE NCCIIeIOBaHMS
YTBEPXKIaTh, YTO CBOCBPEMEHHOE HAYAJIO IIPOTUBOCYIO- U IJIMTEIIbHOE KaTaMHECTHUECKOE HaOTI0ICHHIE.
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Jluneiinolii Hegyc canbHbixX Jcene3 — pedkoe cnopaduueckoe HelipooKyN0K0JICHOe 3a001e6aHuUe, XapaKkmepusyueecs mpuaooi CUMRMOMO8:
JNUHEUHbIM HEBYCOM CANbHBIX Jicene3, NOPaNCeHUeM UeHMPAAbHOL HEPBHOL CUCMeMbl U NOPAdCeHUeM 0PeaH08 3peHus. Agmopamu npedcmag-
JeH KpamKuii 0030p omeuecmeeHHoll U 3apy0edcHol AUmepamypbl u codOcmeeHHoe KauHuueckoe HabadeHue NayueHmKy co cneyugduueckum
nopajceHuem Koxcu Ha gore epoicoenrozo cundpoma lllummensnennunea—Petiepwmeiina—Mumca. TIpoananuzuposarvt npobaemot Oug-
epenyuanvroli duaenocmuku Hegyca Hdoaccona ¢ cunopomom lllummensnennunea—Peiiepumeiina—Mumca.
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SCHIMMELPENNING-FEUERSTEIN-MIMS SYNDROME (A CASE REPORT)

A.S. Oshanskaya, A.V. Dyuzhakova, N.A. Shnayder, D.V. Dmitrenko, T.N. Guzey
Krasnoyarsk State Medical University named after V.F. Voino- Yasenetsky, Ministry of Health of Russia;
1 Partizan Zheleznyak St., Krasnoyarsk 660022, Russia

Linear nevus sebaceous is a rare sporadic neuro-oculocutaneous syndrome characterizes by a triad of symptoms: linear nevus sebaceous,
lesion of the central nervous system and lesion of the organs of vision. The authors present a brief overview of Russian and foreign literature
and clinical observation of a patient with a specific skin lesion against the background of the congenital Schimmelpenning— Feuerstein— Mims
syndrome. The problems of differential diagnostics of the nevus sebaceous of Jadassohn with the syndrome Schimmelpenning— Feuerstein—Mims

are analyzed.

Key words: phacomatosis, Schimmelpenning— Feuerstein— Mims syndrome, nevus sebaceous of Jadassohn, lesion of eye, epilepsy

CUHIpPOM JMHEHHOrO HeByca CaJbHBIX XeJle3
(CJIHCX), nnu cungpom IIummensnenHuHra—®eii-
epiuireiiHa—MumMca, — penkuii HeMPOKOXKHBIA CUHIPOM,
XapaKTEPUIYIOLIUIACS COUETAHUEM KPYITHOIO JIMHEAHOTO
HeByca CaJIbHBIX Xee3 (HeByca SlmaccoHa), SmuIencuun
M 3aJIepXKUA MICUXMYECKOTo U peyeBoro pa3sutus [12].
JlaHHBIN CMHIPOM TaKXXe Y4acTO COIPOBOXIAECTCS ITO-
paxkeHHEeM JIPYTUX OPraHOB U CHMCTEM, BKIIIOYAsl OpraHbl
3pEHMUSI, CEPIEYHO-COCYINCTYIO, MOUEIIONIOBYIO 1 OITOPHO-
JIBUTATEJIbHYIO cCTEMBI [2, 6]. Cpean aHOMauii OTIOPHO-
nBuraTenabHoi cucteMbl pu CJIHCZK nHaubomee yacto
BCTPEYAIOTCS CKOJIMO3, IIOPOKH Pa3BUTHS Ta300eIPEHHBIX
CyCTaBOB, BEPXHUX M HIDKHUX KOHEYHOCTEH, paxuT, pe-
3UCTEHTHBIN K mpruemy ButamuHa D. [TopaxxeHue opraHoB
3peHMsI BKITIOYAeT BPOXKICHHYIO KaTapaKTy, [eMaHTUOMBI,
IIOMYTHEHE POTOBUIIBI, KOJIOOOMBI pamy>KKH1 WA CeTIaT-
ku [11]. ITo manHbIM IMTEpaTyphl, y nanmeHToB ¢ CJIHCXK
SIWJICTICUS U 3afepKKa IICUXUIECKOrO U PEIeBOrO Pa3BU-
TUS BCeTpevaloTcst B 67 u 61 % cilydyaeB COOTBETCTBEHHO,
o(dranpmosiornyeckue aHomanu — B 50 %, BoBieyeHue
JIPYTHX CUCTeM opraHoB — B 61 % cinydaeB. Haunbouee ya-
croi1 (72 % cnydaeB) aHOMaJIMell pa3BUTHUS IIPU JAHHOM

3a00JIEBaHUU SIBJISIETCSI CTPYKTYpHasi aHOMaJus TOJIOB-
HOTo MO3ra WM Yepena, BKIIoYaolas yBeJu4eHue o -
HOTO M3 OOKOBBIX XEJIYIOUYKOB, TeMUMETAIdHIIe(haTuIo
¥ acuMMeTpuIo yepera [12].

Brniepseie CJIHCXK 6511 ormican I IIuvmMenbneHHIH-
roM B 1957 1.; B IIpencTaBIeHHOM UM KJIMHIYECKOM CJTyJae
KPYIHbI JIMHEMHBIA HEBYC CAJIbHBIX XKeJIE3 COYETANICS C IO~
paXkeHWEM OPraHOB 3PEHMS, SMWICTICUEN U HAPYIIEHUSIMU
koopauHaiyu [8]. B 1962 . P. ®eiiepiurreiin u JI. Mumc Tak-
Ke oImrcay 2 IeTeit ¢ TMHEMHBIM HEBYCOM CaJTbHBIX JXKeJle3
B aCCOLIMALIM C SMIJICIICUEH U 3a0€PKKOU IICUXUIECKOIO
1 pedyeBoro pa3sutus [3]. [To3gHee aHATOrMYHbIE KIIMHUYE-
CKHe€ TPOSIBJIEHUS ObUIM OMMCAHBI MO, PA3IMYHBIMUA CUHO-
HUMaMH, TAKUMU KaK CUHIPOM JIMHEMHOTO HEBYCA CaJIbHbIX
xene3 (CJIHCXK), cuampom InmmensnenanaTra—deiiep-
mreiiHa—MumMca, (pakomaro3 HeByca SAmaccona.

Hesyc canpubix xkene3 Slmaccona (HCXKS) — oprano-
WIHBIIA HEBYC, YACTOE BPOXKIEHHOE KOXXHOE 3a001eBaHUE
C IPEUMYIIECTBEHHOM JIOKAJIM3AaLMEN Ha JIMLIE U BOJIOCH-
CTO#1 yacTu ToJ10BhI [1]. 3aboeBaHMe KIIMHUYECKHU TIPO-
SIBJISIETCS Cpa3y MocCJje poXAeHUs peOeHKa B BUIE XKEJITO-
BaTOM OJISIIIKKM HEMPaBUJIbHON OKPYTJIOM UM TUHEHHOMN
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GOpMBI, C r1agKou MJIM HECKOJbKO ManuIIoMaTO3HOMI
IMOBEPXHOCTBIO, KaK MPaBWIO, JIUIIEeHHO Bojioc. C Ha-
CTyILUIeHHeM I1yOepTaTa HeBYC CTaHOBUTCS OoJiee 3a-
METHBIM: YBEJIMUMBAETCS B pa3Mepax, IMOBEPXHOCTb €TO
cTaHOBUTCA Oosiee rpyboit, bopomaBuaroir [5]. HCXKA
00ycIOBJICH mpoirdepalneil KISTOK CalIbHBIX XeJe3,
a TakXe, B MEHbIIE!l CTEeMeHu, NPYTUX MPOU3BOTHBIX
KOXU (BOJIOCSHBIX (hOJUIMKYJIOB, allIOKPUHOBBIX XeJe3).
ITo coBpemennbM nipeacTaBiaeHusiM, HCXKS — pesynbrar
@ depeHIMPOBKY TTIOPUIIOTEHTHBIX KJIETOK B CTOPO-
HY 3peJIbIX CAJIbHBIX U allTOKPMHOBEIX CTPYKTYP; UMEHHO
IUTIOPUIIOTEHTHOU MPUPOIOI 3TUX KJIETOK OOBSICHSIOT
MOBBIIIEHHBIN pucK pa3BuTtus Ha ¢oHe HCXKS npyrux
onyxoJieid mpuaaTKoB Koxu [1].

CJIHCX (xon OMIM (Online Mendelian Inheritance
in Man) 163 200) siBisieTcst pe3yJIbTaTOM T€HETUYECKOTO
MO3auIM3Ma, CBSI3aHHOTO ¢ MyTanusiMu reHa NRAS (ko
MIM (Mendelian Inheritance in Man) 164 790) B 1okyce
1p13.2, rena HRAS (xox MIM 190020) B mokyce 11p15.5
u reHa KRAS (MIM 190070) B nokyce 12p12.1. dopma
U paclipelesicHre HeByca, a TaKXke 00beM IMOpaxkKeHUs
neHTpaiabHo# HepBHO# cucteMsl (LIHC) u mpyrux cuc-
TEM OPraHOB OIIPEHECNISIOTCS CTaAue, Ha KOTOPOM BO3-
HUK Mo3antniMm. M3omuposanubiit HCXKS moxeT ObITH
00YCJIOBJIEH COMaTUICCKUM MO3aUIIM3MOM B pa3IMIHbIX
reHax, Bkiouas reHsl HRAS u KRAS [6, 7].

Benenue 6onbHbIX ¢ CJIHCXK noikHO OBITH MHIM-
BUIyIM3MPOBAHO U HAIIPABJICHO HAa KOPPEKIINIO NMEI0-
1IMXCS y manueHTa cuMiToMoB. Haubonee 61aronpusit-
HBIM SIBJIIETCS MEKIUCITUTIIMHAPHBINA ITOIXO0J C yIaCTHEM
KOMaHIBl CIICIIUAINCTOB, COCTOSIIEH M3 HEBPOJIOTa,
nIepMartoJjiora, opTaaIbMoJjIora, OpToIeaa-TpaBMaToIora,
¢usmoTeparieBTa 1 TepanenTa (rmeauarpa). BoaMoxHo xm-
pypruyeckoe yaajaeHue HeByca IIpU ITOAO3PEHUH Ha €Tro
MaJINTHU3AIWAIO WA ¢ KOCMETUISCKON LEJIbI0. DIMIEII-
TUYECKHE TIPUCTYIIBI, KaK IPaBWJIO, KyIMUPYIOTCs Ha ¢o-
He IIpreMa aHTUIMWIENITHYecKuX nmpenapaToB (ADII);
npu HedDOEKTUBHOCTU MEAMKAMEHTO3HOM TepaIr MO-
XeT OBITh PEKOMEHIOBAHO HEHPOXUPYPTHUUECKOE BMeIIIa-
TeJIbCTBO. Takke MOTyT ITOTpeboBaTh XUPYPIUUECKO KO-
PEKILINU CKEJIETHbIC U O(TATbMOJOIMICCKIE aHOMAJIHH.
IIporros s mammenToB ¢ CJIHCXK BappupyeT u 3aBUCUT
OT TSIKECTU CBSI3aHHBIX C 3a001eBaHeM aHoManuii [11].

OdranmsMonornueckue anomanuu mpu CJIHCXK Bepe-
varores y 50 % naumenTos [9]. Hanbosee pacipocTpaHeHbI
SnnOyaAb0apHast XOprucToMa (ISPMOMIT WU JIUIIOAEPMO-
WI), BaCKYJISIpU3alysl POTOBUIIbI, KOJIOOOMA COCYIUCTOM
000J10YKH TJ1a3a (XOpHUOUIEeH), IUCKA 3pUTEIBHOTO HEpBa
1 BeK. Takoke OIMMCaHBI CIIydad BBISIBJICHUS CKJIEpaTbHOMI
WY KOHBIOHKTUBAJIBHOM OCTEOMBI M KJIBLIMHATOB 3aTHUX
MOJIIOCOB 000MX IJ1a3, KOTOPbIe 0OHAPYKMBAKOTCS ITPY KOM-
MBIOTEPHOI TOMOTpachUM OPOUT 1 YIBTPa3ByKOBOM HCCIIC-
noBaHuu ra3. OdTarbMoIornyecKue aHOMaJIuM, CBSI3aH-
Huie ¢ CJIHCXK, xak mpaBuiio, He TIiporpeccupylor. PanHee
XUPYpPruyeckoe ucceyeHue 3rnmobynb0apHOil XOpUCTOMBI

PEKOMEHIYETCS B CIyJasiX ee pacIpOCTpaHEeHUs Ha 3pU-
TEJbHYIO 30Hy — POTOBHILY (UTO IMPUBOIUT K Pa3BUTHIO
acTUTMaTH3Ma), a TAKKe IIPH TIOSBJICHUH B TIa3aX IyBCT-
Ba pazapaxeHusi. Hebomblime 061acT mopaxkKeHusl MOTyT
OBITh MCCEYEHDI. YIajleHHe OOIbIINX 00pa30BaHUM MOXET
oKazaTbcsl 0oJjiee CI0XHBIM U IOTPeOOBaTh MOCIOMHOMN
IUTACTUKM POTOBMIIBI WM CKiIephl. Cirydam 3JI0KadecT-
BEHHOI'O IEepepOXAeHUSI IMUOYIbO0apHON XOPUCTOMBI
Berpevarotes y 20 % 6onbhbix ¢ CJIHCXK, mostoMy Takue
MMAIIUEHTHI C IETCKOT'O BO3pacTa TPEOYIOT TIIATEILHOTO M-
HaMM4ecKoro KoHnrtpous [10].

B cBs131 ¢ HU3KOI1 YaCTOTOI BCTPEUaeMOCTH 3TOTo ha-
koMmaro3za B nonyisun (CJIHCXK otHocurcs K opdaH-
HBIM 3200JICBAaHUSM) €r0 JUArHOCTHMKA MOXET BBI3BIBAThH
OIpeNeJeHHbIE TPYAHOCTU KaK Y JETCKUX HEBPOJIOIOB,
TaK M y psiga Apyrux cruenranaucToB. C IeMOHCTpaIllMOH-
HOI1 LIeJIbIO TIpeIcTaBIsieM KimHmdeckuii ciydaii CJIHCXK
W3 Hallel npakTuku. MHpopMupoBaHHOE corjlache po-
IUTeJIeH ITallMeHTKY Ha MCITOIb30BaHUe e¢ JaHHBIX B Ha-
VUHBIX LEJISIX TTOJIyYeHO.

Knusuyeckui cnyyail

Ilayuenmrka B., 2 200a. Bnepgvie npokorcyromuposana
CReyUuAIUCMOM He8pOA02UHeCK020 UeHmpa YHueepcumem-
ckoil kaunuku (HII YK) 6 6o3pacme 4 mec (6 anpene 2014 2.)
8 ces3u ¢ dcanrobamu (co croe pooumeneil) Ha NOCMOHHbIE
00UNbHbLE CPbI2UBAHUS CBEOCHHOI NUWU, UH020a «porma-
HOM», cAaboCmb MblULY, WeU, YK (RpeuMyu,ecmeeHHo 1e60il)
npU COXpaHHoCmu cubl Muiuy, HudCcHUX koHeurnocmeil. C 1-2o
MecAya HCU3HU OMMeUanoch NosigaeHuUe INU30006 8 Ude CPbi-
2UBaHuil 60 pems 600pcmeosanus uiu opemst yepes 20 MuH
nocae edbl UAU NUMbSA @ COYEMAHUU C HACUALCIMBEHHBIM OU-
CMOHUYECKUM NOBOPOMOM 20408bl 8 CHIOPOHY, 3AMUPAHUEM
83en10a, 3ampyoHeHueM KOHMAKMA, nosieleHuem <«KeaxKa-
oWux» 36yK08, HANOMUHAIOWUX UKAHUe, CAIOHOMeYeHUe
u3 yeaa pma. Anumensrocms snuz30006 — 2—3 mun. Ilocae
npucmyna y pebeHkKa ommeuaromcs oouas caabocms, 8s-
A0CMb, 3ameM COH 8 meyeHUe HeCKOAbKUX 4aCo8.

U3 anamuesa: pebenok om 1-ii bepemennocmu (603-
pacm mamepu — 23 eoda), npomekasuieii Ha oHe ocmpoll
pecnupamopHoil eupycHoll ungexuuu 6o Il mpumecmpe. Po-
Ovl 6 cpok (6 40 Hed eecmayuu) nymem Kecapesa ce4eHus
8 YCA08USIX CNUHANBbHOI AHecme3Ul 8 C853U C pa3gumuem
nPpU3HAK08 6Hympuympooroi eunokcuu y naooa. llocae 6oi-
RUCKU U3 poounbHo20 doma y pebenka 803HUKAAU YACHble
U 00UNbHBlE CPBIUBAHUSL, NPUCIYNO000PA3HAsL UKOMA, 8 C853U
¢ Yem pooumenu He0OHOKPAMHO 00paWANUCD K YHACMKOBOMY
neduampy, co8epuianico NONbIMKU 3aMeHbl MOAOYHOU CMe-
cu — be3 omuemaugo2o Kaunuueckoeo agpgpekma. B sozpacme
2 mec (7 urons 2014 2.) 6 meuerue OHs 8nepaole @ HCU3HU
3 8blUEONUCAHHBIX NPUCIYNA PA3BUAUCH 8 NOAONCEHUU pe-
benka aedxca Ha cnuHe uepe3 15—20 mun nocae KopmaeHus
(okono 12, 16 u 20 u), npucmynsi npomekasu 00OHOMUNHO.
Podumenu camocmosmenvHo docmaguau pebeHKa @ yeHm-
DPANbHYIO PaiioHHYI0 601bHULY, 20e 0e80UKA Oblia OCMOMpPeHa
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dedicypHbiM neduampom npuemnozo omaoenenus. Ha momenm
ocMompa namono2ul He 8ols61eH0, pebeHoK HanpaeaeH 0o-
Mol nod Habarwldenue yyacmkoeozo neduampa. B konye
urons 2014 2. pazeuncs nosmopuslil npucmyn nocie eobvl,
KOmopbLil npomeKan msjcenee, ¢ ypurayueil, ommeueHo no-
s61eHUe OMeYHOCMU HOdICeK (CMOn U 2oneHell ¢ 2 CMopoH)
6 nocmnpucmynnHom nepuode. Peberok 6bi1 cocnumanu3upo-
6an 6 cmayuoHap. JluazHocmuposansl Npeonoa0NCUMenbHO
cumnmomamuueckue ghoKkanbHble NPUCMYNbL, HA3HAYEH npe-
napam 8anvhpoesoii Kuciomol (Oenakut) é dose 150 me/cym.
Ha ¢hone mepanuu uepes 2 Hed pazguacs nOBMOPH.LIL npU-
cmyn.

Hacnedcmeennoiii anamues no paxomamosam He omsi-
2oujer, 00HaKo ceederuss 0 podocar08HOI HenoaHble. Mamp
npobanda cmpadaem MUKpoadeHomol eunogusa, eopmo-
HAAbHO HeakmugHoll, Habawdaemcs y IHOOKPUHOA02A;
npuem 20pMOHANbHBIX NPENAPamos 80 8peMs GblHAUUGAHUS
bepemMeHHOCMU U 80 8peMsl ePYOHO20 8CKAPMAUBAHUS OM -
puyaem.

Cocmosinue nayueHmKu Ha MOMeHM NePEUHHOL KOH-
cyasmayuu y0oeiemeaopumensroe, CO3HaHue scHoe, (oH
Hacmpoerus pogHblil, dodpodcesamensra. Ha koxce auya —
KPYNHbLIL NAOCKULL AUHELIHBLI NUSMEHMHbLIL He8YC, HAYUHAI-
wuiics ¢ A006HoI obaacmu no UeHmpy u caeea, ¢ npoooadce-
HueM Yepe3 1e8yr0 Nepuopoumanbrylo 001acme, 1e6bolil 21a3,
nepenocuyy (6oaviue cnesa), 1€8yr0 ueKy, ¢ paculuperuem
U ycuneHuem nueMeHmayuy 8 0041acmu ueu c1eea; ¢ s61eHu-
AMU WeAYUIeHUS, N0KANbHbIM «BblOYXAHUEM»> MALKUX MKAHel
6 obnacmu Hegyca HAO NOBEPXHOCMbIO KOJCU 8 UDE MEAKUX
NAOMHbIX HCEAMOBAMO-0eabiX Y3eAK08 PAZMEPOM C NPOCSHOE
3epHo. Co c106 mamepu, HegyC y pebeHKa NPUCYmMcmeayem ¢
POdNCOeHUSL, HO C MeHOeHYUell K pOCHY N0 Mepe 83DOCACHUS.
Ommeuaromes acummempus Kpolibee Hoca (0oablie cresa),
acummempusi pocma pecHuy, (Kopoe caeea), uiest yKopoueHa,
6 obaacmu weliHoil ckaadku no nepeoweil N0OBePXHOCMU C/e-
6a obaacmv mayepayuu Koxcu (onpeaocms) 8 césasi ¢ mem,
4mo degouKa Yauje HeCKOAbKO N08OPavUeaem U HaKAOHsIem
20108y ene6o. Obnacme aroneyuu 6 obaacmu 3amoinka. Moi-
WeYHbLl MOHYC AKCUAAbHOU MYCKYAamypbl (MblUlY, CHUHDbL,
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JHCUBOMA U BEPXHUX KOHEUHOCMEL) CHUICEH, 20108Y 0epicUm
HeygeperHo. Jlesocmoponnuil cemunapes. Tlpu eéepmukanu3za-
yuu pebenKa — cKkpeujusanue Hoe, nodeubanue natvyes Hoe,
MOHYC MblLUUL, HUICHUX KOHEYHOCMell NOBblUleH No cnacmuye-
ckomy muny, bonvule creea. Peghrexcel 6epxnux Koneunocmeil
CHUDICEHbL, HUNICHUX KOHeYHOCMell — YMepeHHble, 8blule Ce6d.
Knonyca nem. Paccmpoiicme vyygcmeumenbHoCmu He 8bisi6-
neHo. MenuneeanvHuvix 3nakog Hem. Ilepuoduuecku cmpu-
00po3Hoe dbixanue 8 NoA0JCeHUU pebeHKa nedca Ha cnuHe.

B cea3u ¢ nodo3peruem Ha 0uaeHO3 HelipOK0ICHO20 CUH-
dpoma nposodunacs ouggeperyuanvHas OUaAsHOCMUKA Mec-
0y 6oae3uvio Pexaunexayzena u CJIHCXK, pekomendosano
donoaHumenvHoe o6ciedogatiie.

Ilo danubim HoOuHO20 6uUde0-DII-monumopuHnea 6boi-
A64eHbl nepuoduyeckoe PoKasbHoe 3amedieHue KOpKogoil
PUMMUKU NO N0OHO-UEHMPAAbHbIM 0MEedeHUAM 1€8020
noaywapus u 00UHOMHAs BCHbIUKA C HEHemKO CIpYyKmy-
PUPOBAHHBIMU KOMNAECKCAMU OCMPAs — MeOAeHHAs G0AHA
yacmomoti 2 1y, amnaumydoit do 230 mk B, drumenvHocmoro
do 1,5 ¢ 6 106HbIX OMEedeHusx caesa, be3 usmeHeHus nose-
deHus1, 08U2amenbHbIX (heHOMeH08 U NPoOYIcOeHUs pedeHKa.

Ilo pezyabmamam npogedenHoii MaeHUMHO-PE30HAHC-
HOll momoepaguu 8oiaeaeH 8pONCOEHHbII NOPOK PA3GUMUSL
20108H020 Mo3ea (puc. 1): ducnaacmuueckoe ygeauuenue
6 pasmepax 1e6020 NOAYWAPUsL C YIMOAUWeHUEM KOPbl U OM-
cymcmeuem wemkoi duggepenyuayuu mexncoy cepuim
u Oenvim eeujecmgom, obedHeHue CYAbKayuu nopalceHHo20
noaywapus, ducniacmuueckoe pacuiuperue 1e6020 60K0-
6020 Jceny0ouKa ¢ A6AeHUAMU OeMUeAUHU3AUUU 8 NepUBeH-
mpukyaapuom beaom eewecmeae. Takoce obpausaem Ha ce-
031 GHUMAHUe OMKPbIMbLil Xapakmep Ae6oil 60K080U ujenu.
[lepusenmpukyaapro caeéa onpedeasomes yMacmku caabo
noewiueHHo20 cuenana 6 pexcume T2-636ewennbix uzodpa-
JHCeHUll U NOHUNICEHHO20 — 8 pesicume T 1-636euleHHbIX U30-
bpasicenuil, npu Ucnoab308anuu nociedosamenvHocmu IR
(inversion recovery) ¢ moaujuHoil cpesa 4 Mm vluieonucan-
Hble UBMEHeHUsI N0 CUCHAAbHBIM XAPAKMEPUCMUKAM UOeH-
MUYHBL CepoMy eljecmay 20106H020 M032d, ¢ 0080AbHO Hem-
KUMU HEPOBHbIMU KOHMYPAMU, HECKOAbKO Oehopmupyroujue

Puc. 1. [Tayuenmxa B., 2 200a. uaenos: cundpom Illummenvnennunea—Deiiepumeiina—Mumca. MaeHumno-pe30HancHas momoepagpus 20108H020 Mo3ea:
eemumezandnyeparus careea (00vsACHeHUs 8 meKcme)
Fig. 1. Patient V., 2 y. 0. Diagnosis: Schimmelpenning— Feuerstein— Mims syndrome. Magnetic resonance image of the brain: left-sided hemimegalencephaly
(explanations in the text)
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Puc. 2. [layuenmxka B., 2 eo0a. Jluaenos: cunopom llummenrvnennunea—Peiiepuumeiina—Mumca. Jluneiinoiii Hegyc canbHbiX Jicenes ¢ 06AeHeHUeM KONCU
Auya, weu u 0KoaoyuwiHol ooaacmu caeea (gpomoepaguu coeaanwvi A.C. Onvuanckoii u coasm., 2016)
Fig. 2. Patient V., 2y. 0. Diagnosis: Schimmelpenning— Feuerstein—Mims syndrome. Linear sebaceous nevus involving the skin of the face, neck and left pa-

rotid area (pictures taken by A.S. Olshanskaya et al., 2016)

cmeHKU poeo8 0arHo2o Jceaydouka. bokoewie scenydouru
MO032a accuMempuyHsle, paculupersl, nepeonull poe 1e6020
00K08020 JHceaydouka umeem aHmepo-cynparamepasbHyro
ducnosuyuro, 111 xuceaydouex pazmepom do 0,6 cm, IV xce-
Ay0ouex u 6a3anvHvie YUCMEPHbI He USMEHEHDL.

Pebenok npokoncyssmuposan 0epmamonoeom, 8pa-
yom-eeHemukom; ycmaroenaen ouaeno3 HCXKA. Ilpokon-
cyavmuposan Heiipoxupypeom OIAY « Hauuonanvhoiii Hayy-
HO-NPAKMU4eCcKull yeHmp Helpoxupypeuu um. aKademuxa
H.H. bypodeuko» Munzdpasa Poccuu, onepamuenoe emewa-
Meabemeo OMAOICEHO 88UAY 8bICOK020 PUCKA NOCAEONepayll-
oHHbIX ocaoxcHeHutl. Tlocaedyroujee Habarodenue npodoadice-
HO HE8POA02OM NO MECHY HCUMEeNbCNEA.

B dexabpe 2016 e. — nosmopnoe oopawernue ¢ HI[ YK
8 C653U CO CPbIBOM 00CIMUSHYMOU MeOUKAMEHMO3HOU peMuc-
CUU INUACNIMUYECKUX NPUCMYNO08 (0AUMEAbHOCIb PeMUC-
cuu — 8 mec) Ha gore noaumepanuu ADII (denakun u ken-
npa), makice #aro00vi Ha 3a0epPICKy peuesoeo pazeumus,
2unepeo30youmMocms, HapyuleHus cHa U azpeccUueHoCmb
6 0eHb BO3HUKHOBEHUS NPUCMYNO08, YeeauteHue 6 00seme
U ycuneHue nueMeHmayuu Hegyca ¢ obaacmu Auya u ueu.
Hesponoeuueckuii cmamyc: cocmosiHue pebeHKa no comamu-
YeckoMy cmamycy y0084emeopumensroe, Co3HaKue AcHoe,
Ha MOMEHM KOHCYAbMAYUU NPUCTIYNO8 He 3apecucmpupo-
8aHO, peyegoe pazsumue ¢ 3a0epicKoil, 00HAKO, CO CA08
podumeaneii, degouxa npousrnocum do 10— 15 deycaoxncHbix
cnoe. Tunepeosbyouma, Heycuduuea, Ha ye080pbsl peazupyem
adexeammo, Ho HeNnPOOOANCUMENbHO, NHOOZHAMENbHA, OXOM -
HO udem Ha KOHMaKm c 8pa4om, dobpocesamenvra. Koc-
Hble HOKPOBbL AUYA C KPYNHBIM HAOCKUM 2AA0KUM AUHETUHbIM
NUSMEHMHbIM HEe8YCOM, HAYUHANWUMCS ¢ A00HOU obnacmu

10 yenmpy u caeea, ¢ npodoaNceHUeM Hepe3 A€y nepuop-
oumanwvHyro 0baacme, neewlil enas, nepeHocuyy (boavute cae-
6a), 1€8YI0 WEKY, C PACUUPEHUeM U YCUACHUeM NUeMeHmAayul
6 obaacmu weu caesa (puc. 2), 6oéneueHuem 8040CUCHOU 4a-
cmu 20108b1 (puc. 3), ¢ A6ACHUAMU WeAYUWeHUS, N0KANbHBIM
«BblOYXaAHUEM»> MASKUX MKAHEl HA0 NOGEPXHOCMbIO KOWCU
6 8Ude MeAKUX NAOMHBIX JCEAMO8AMO-0eNblX Y3eAK08 pa3-
mepom ¢ npocsiHoe 3epHo. YepenHo-moseo8wie HEPBbl: 3paAuKU
OKpYyenble, 6e3 acuMmempuu CMopoH, cxo0sueecsi Kocoenasue
cresa, 3a uepyuiKoll credum, CAyxX COXpaueH, paccmpoiicme
YY8CMBUMENLHOCTNU HA AUYe Hem, MUMUYECKAs MYCKYAQmY-
pa unmakmua, 6ya60apHbiX HapyuieHuii Hem. Jlgueamens-
Has cghepa: camocmosmensras xo0v0a cgopmuposana, He-
yemouiuueocms npu xoovbe, y8epeHHo X00um ¢ n000epICKOoi
3a PYKY, UEHMPANbHYII eeMunapes cnpaga co CHUNCEHUeM

Puc. 3. Ilayuenmxa B., 2 eoda. Jluaeno3: cunopom Ilummenvnennunea—
Detiepumeiina—Mumca. Jluneiinviii Hegyc carbHbIX Jcene3 ¢ 608AeHEeHUEM
gon0cucmoil uacmu 20106b! (pomoepagpus coenana A.C. Onvarckoii, 2016)
Fig. 3. Patient V., 2'y. o. Diagnosis: Schimmelpenning— Feuerstein—Mims
syndrome. Linear sebaceous nevus involving the scalp (picture taken
by A.S. Olshanskaya, 2016)
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Puc. 4. llayuenmka B., 2 eoda. Jluaeno3: cundpom llummenvnennunea —
Deiiepumeiina — Mumca. [lopajxcenue opeana 3penus: AUHElHbL Hegyc
CaNbHbIX Jicene3 NepuopoUmansHoil 00Aacmu U 80A0CAHbIX POANUKYN08 8epX-
Heeo geKa 1e6020 21a3a, Maoapo3 pecHuy 1egoeo 2aasza (gomoepaghus cde-
aana A.C. Onvuwanckoii, 2016)

Fig. 4. Patient V., 2y. o. Diagnosis: Schimmelpenning — Feuerstein — Mims
syndrome. Eye lesions: linear sebaceous nevus involving the periorbital area
and follicles of the left upper eyelid, left-sided madarosis (picture taken
by A.S. Olshanskaya, 2016)

MBUUEYHOU CUNDL 8 NPABBIX KOHEUHOCSAX 00 4 641106, AHU30-
pepaekcus c npeobnadanuem pegaexcos cnpasa. Ilpasocmo-
DOHHsS 2emueunocmesus. Tazoevle yHKyUU KOHmMpoOaUupyem,
HO eueueHu"ecKue HasblKy He NPUGUMbL (MOUeUCHYCKaHue
u dehexayus 6 namnepc). MenuHeearbHbIX 3HAK08 HEMm.
Pebenok 6b11 ocmompen Hetipoogpmansmonoeom HI[ VK.
Buszomempus oboux enas: He omeeuaem no ozpacmy. Cxo-
dsulee Kocoenasue negoeo 2nasa (yeon kocoeaasus 9—10°),
MasmHuKoobpasuwlii Hucmaem. buomuxpockonus npasoeo
21a3a: nepeoHuUli OMpe30K He U3MeHeH, onmuueckue cpeobl
npospaunsvie. buomuxpockonus aeoeo erasa: 6 nepuopou-
MAAbHOU 00AaCMU, HA BePXHEM U HUICHEM 8eKe 8U3YANU3U-
pyemcs AUHEUHbLI HegyC c6emA0-KOPU4HEe8020 ygema ¢ 56-
ACHUAMU WeAYUEeHUS U N0KANbHBIM «6bl0YXAHUeM> MACKUX
mKaHel Had NOBEPXHOCIbIO KOXMCU 8 GUOe MEAKUX NAOMHBIX
y3eaxos. Yacmuurnoe omcymemeue pecHuy 6epxHezo 6eKa
Yy 6HympeHrHe2o0 yeaa neeoeo 2aasa (puc. 4), nepeduuii om-
De30K He uzMeHeH, onmuueckue cpedvl npo3pautsle. Bexu
npuaexcam K eAa3HoMy 040Ky, cmbikanue eex noaroe. Og-
manvMocKonus: 0ba enasa — pegaexc ¢ eA1azHo2o oHa 6aed-
HOo-po306blil. Juck 3pumenvroeo Hepea 61e0HO-PO306bli,
2PAHUYbL CreeKa CIMYULeB8AHbL, COCYOUCTbLIL NYHOK 8 YeHmpe.
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Xod cocydoe ymeperHo uzgum, eHvl NOAHOKPOBHbL. B makyne
u no nepugepuu 6e3 o1azos.

Ha ocrosanuu komnaekcHo2o MyabmudUCyUnIUHapHo20
obcnedosanus nayueHmie 6 o3pacme 2 aem evicmasneH ou-
a2HO3 «HAacAe0CMBeHHbLI HelipoKocHbll cundpom Hlummens-
nennunea—Deiiepumeiina—Mumca, cnopaduueckuil cayuail
C nopaicenuem Koxicu 8 sude KPynHo20 1€80CMOPOHHe20 AU~
HellHo20 Hegyca (eamapmombl) Ha Kodce 10a, nepeHoCculbl,
Hoca, NepUoKyASPHOLL 0baacmU, WeKU U weu,; ¢ NOpajiceHuem
20/106H020 M032a 8 8Ude 1e80CMOPOHHELL ceMUuMe2ardHuepa-
AUU, NePUBCHMPUKYASAPHOL 2emMepomonuu cepozo eeulecmea
6 N1e60il N00HOI U MeMeHHbIX 00AACMAX, NPABOCHOPOHHE20
UYeHmpanbHo20 eemunapesa, NpagoCMopoHHell 2eMueunocme-
3uU, 3a0epicKu ncuxopeuesoeo pa3eumusl; ¢ NopadceHuem
0peana 3peHus 6 eude 1e60CMOPOHHE20 CXO0AULe20C KOCO-
2nasus, AUHelH020 Hesyca 80A0CAHbIX QOANUKYA08 U Ma-
dapo3sa eéepxneeo eexa aegoeo erasza». Ilockoavky npu daw-
HOM cUHOpOMe 6 psde CAy4ae8 MO2Ym Bbli8AAMbCs MAKIce
aHoManuu pazeumusi cepoeyHo-cocyoucmoil, Mo4enon080i
U CKeAemHoll cucmem, NAUUEHMKA HYHCOaemcs: 8 Meicouc-
YUNAUHAPHOM OUCNAHCEPHOM HabAto0eHuu U pacuupenuu
cnekmpa OuaeHOCMU4ecKux npouedyp 8 naaHoeom nopsoxe.

ITaTonornvyeckrue M3MEHEHHUSI CO CTOPOHBI KOXU
npu CJIHCXK MOXHO yCIIOBHO pa3IesIuTh Ha 3 CTamauM.
[lepBas ctagus xapakTepu3yeTcs HeaIOPa3BUTHUEM BOJIOC
U CaJIbHBIX XeJie3, 2-s CTaaus Jallle BCEro IPOUCXOIUT
B MOMEHT ITOJIOBOTO CO3PEBaHUS U XapaKTepHU3yeTCs Ipy-
OBIM M3MEHEHHUEM CaIbHBIX Xejle3, 00pogaBJYaTOi T'v-
MepIuIa3yeil SIMUaepMuca M CO3peBaHUeM allOKPUHOBBIX
XKeJes, B 3-1i cTaguy N3MEHEeHUsI KOXKU MOTYT ITOIBepraTh-
cd 3710Ka4ecTBeHHOM TpaHchopmalmu. TakuM odpasoM,
JIMHEITHBIC HEBYCHI CAJIBHBIX XKeJIe3 TOJDKHBI yIAISITHCS XU~
PYPTMYECKMM ITyTeM MJIU TIIATEIFHO KOHTPOJIMUPOBATHCS
C IIEJIPIO MCKITIOYCHUS 37I0KaYECTBEHHOTO TIEPEPOXKICHMSI.
ITo manuweiM muTepatypsl, ipu CJIHCXK cynoporu u ymcr-
BEHHAas OTCTAJIOCTb BCTpedaroTed y 67 u 61 % nmauueHTOoB
COOTBETCTBEHHO [4]. Ipyrue HeBpOJOrnYecKe HapyIie-
HUSI B OOJIBIIIMHCTBE CBSI3aHBI C aHOMAJIMSIMU Pa3BUTHUS
IIHC, xak 6bUTIO TTOKAa3aHO B HallleM KJIMHUYECKOM CIIy-
yae. [1pn papmMakope3nCTEHTHON SMUJIEIICUU TTOKAa3aHO
HEeNpOXUPYPrUIeCKOe BMEIIATEICTBO. YUNUTHIBAS YACTOTY
1 1e010T odprambmoiornyecknx anoManuii mpu CJIHCXK,
IMalleHTaM ¢ paHHETo JEeTCKOro BO3pacTa HEOOXOIMMO
MMPOBOAUTH THIATEbHBIN 0(TAIBMOJOTMYECKIIT OCMOTP
B YCJIOBUSIX MEIMKAMEHTO3HOM LIMKJIOIJICTUH C IIPUMe-
HEHMEM JTOIOJIHUTEIBHBIX METOIOB TUArHOCTUKU C 1Ie-
JIBIO BBISIBJICHUSI aHOMAJIMIA HAa pAHHUX CTAIMSIX PAa3BUTHS
1 CBOCBPEMEHHOI KOPPEKIINHM TAKTUKY JICYCHMSI.
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Paccmpoiicmso U3 cnekmpa onmuxkoHeBpoMuenuma
B léMCKOM Bo3pacme (KNuHu4eckui cny4ai)

A.C. Koros, 10.B. Tokapesa, B.H. JIymuk, M.B. [1anTesieeBa,
A.B. lllaramun, E.B. Myxuna, M.C. Bynak, O.M. Annpoxusa
T'BY3 MO «Mockoéckuii 06aacmHoil HayuHo-uccaedosamenvckuil kKaunuueckui uncmumym um. M.®D. Bradumupckoeo»;
Poccus, 129110 Mockea, ya. lllenkuna, 61/2

Konmaxmeot: Anexceii Cepeeesuu Komog alex-013@yandex.ru

Paccmpoiicmeo u3 cnekmpa onmuKoHegpoOMuesuma — 80cnaiumensHoe demuesuHusupyrouee 3a601e6anue YeHmMpaibHoll HepaHoll cucme-
Mbl ¢ U3OUPAMENbHBIM NOPAdCEHUEM 3PUMENbHBIX HEPBO8 U CHUHHO20 M0o32a. B cmamve paccmampugaemces kaunuyeckuii cay4aii 3a601e8a-
Hus y pebenka 11.aem u eco meuenue Ha NPomMAICEHUU 200a, ¢ 0e6IOMOM 8 8Ude INU300a HAPYUIeHUs. 3PeHUsl C NPUSHAKAMU DaHee Pa38U6-
welicsi Yacmu4Hol ampoguu 3pUmensHbIX Hep8os 000UX 2Aa3 U NPosAeHUeM pempody1b0apHoe0 Hegpuma Ha aeéom enazy. Heoonoxpamuo
npogoduMoe MacHUMHO-PE30HAHCHOe UCCAe008aHlUe 0OHAPYICUBAN0 KAPMUHY 04A208020 NOPANCEHUs 1€6020, a 3ameM U NPABo2o 3pumens-
HO020 Hepea ¢ HapyuleHUueM Yea0CMHOCIU 2eMAmodHyedaru1ecko2o 6apvepa u nPOMsAICEHHbIM 04aA20M 8 CIMPYKMype CNUHHO020 M032a Ueli-
H020 0mdena no38OHOYHUKA. AHAAU3 KPOBU HA aHMUmMeAna K aKeanopury-4 ovin nosoxcumenen. Onmuveckas KoeepeHmHas momozpagpus
8bIA1UNA YMEHbUIEHUE MOAUUHB NEPUNANUANAPHBIX B0N0KOH CeMUAMKU 80 8CeX K8AOPAHMAX 000UX 21a3, YO COOMBemMcmayem Yacmu4Hou
ampoghuu 3pumensHbviX Hep8os ¢ 2 CMOPOH, Pa38UBUIELiCs 8 Pe3yabmame MHO20KPAMHO NePeHeCeHHbIX pempoby1b0apHbIX HeapUumoe8 Ha 060-
ux enazax.

Karoueevie caoea: 60re3nb ﬂeeulca, paccmpoﬁcmeo U3z cnekmpa onmukornespomueauma

DOI: 10.17650/2073-8803-2017-12-4-56-62

NEUROMYELITIS OPTICA SPECTRUM DISORDER IN CHILDHOOD (A CASE REPORT)

A.S. Kotov, Yu.V. Tokareva, V.N. Lutsik, M.V. Panteleeva, A.V. Shatalin, E.V. Mukhina, M.S. Bunak, O.M. Andryukhina
M.F. Viadimirsky Moscow Regional Research Clinical Institute; 61/2 Shchepkina St., Moscow 129110, Russia

Neuromyelitis optica spectrum disorder is an inflammatory demyelinating disease of the central nervous system with selective damage fo the
optic nerves and spinal cord. The clinical case of a child 11 years old and its course throughout the year, with an onset in the form of an episode
of visual impairment with signs of a previously developed partial atrophy of the optic nerves of both eyes and a manifestation of retrobulbar
neuritis on the left eye is considered in the article. Repeatedly conducted magnetic resonance examination revealed a pattern of focal lesion
of the left and then of the right optic nerve with a violation of the integrity of the blood brain barrier and an extended focus in the structure
of the spinal cord of the cervical spine. The blood test for antibody to aquaporin-4 was positive. Optical coherence tomography revealed decrease
in the thickness of the peripapillary fibers of the retina in all quadrants in both eyes, which indicates a partial atrophy of the optic nerves
of both eyes, as a result of repeatedly transferred retrobulbar neuritis in both eyes.

Key words: Devic’s disease, neuromyelitis optica spectrum disorder

BsepeHue

PaccTpoiicTBO U3 clieKTpa ONTHKOHEBPOMHEINTA
(neuromyelitis optica spectrum disorder, NMOSD), pa-
Hee Ha3bIBaeMOE ONITUKOHEBPOMMEIMTOM WIIN OOJIE3HBIO
HeBrKa, — BOCHIAJUTEIbHOE IEMUEIMHU3NPYIOIIEe 3a-
OoJieBaHME LIEHTPaJIbHOI HEPBHOM CUCTEeMBbI C U30upa-
TEJBHBIM MOpPaxkKeHEeM 3pUTEIbHBIX HEPBOB M CITMHHO-
ro mo3ra [10]. NMOSD MoxeT BcTpedyaTrhbcs B TI0O0M
BO3pacTe, HO B OOJIBIIMHCTBE CiiydyaeB Ie0roT 3a00iie-
BaHUs npuxoautcs Ha nepuon 30—40 et [6], mpuuem
XKeHIMHBI ctpagaior NMOSD 6osee yem B 3 pa3sa ya-
e, 9eM MYXX4MHBI [16]. OCHOBHBIMHU KJIMHUYECKUMU
nposiBieHusIMU NMOSD g9BAg10TCS OCTPHIN UM TTOH0-
CTPBIA HEBPUT 3PUTEIbHOTO HEPBA U MOIEPEYHBIA MU -
€JINT, KOTOpBIe B OOJBIIUHCTBE CIIydaeB pa3BUBAIOTCS

ITOCJIEIOBATEIbHO, C MHTEPBAJIOM B HECKOJIBKO MECSIICB
wnu et [12].

B ocHoBe nmaroreHe3sa 3a00oJ1eBaHUs JIEKUT 00pa3oBa-
Hue ayroaHTutesl NMO-IgG K 0elKy BoIOIpOBOISIINX
KaHaJIOB KJIETOYHBIX MeMOpaH akBarmopuHy-4 (AQP4),
KOTOPBII JIOKAJIM3YeTCsI B HOXKKAX aCTPOLIMTOB, 00pa3yio-
IIMX reMaTosHIedammaeckuii 6apeep (I'9b) [11]. YacTtoTa
HaJIW4YMS TaHHBIX ayTOaHTUTEN y TanueHToB ¢ NMOSD
Bapbupyer ot 73 10 91 % [9].

NMOSD BcTpeuaercst Bo BceM MUpe, HO Yallle pas-
BUBaeTCs y MAIIMEHTOB a3MaTCKOT0, apprUKaHCKOTO 1 Jia-
TUHOAMEPHKAHCKOro IpoucxoxneHus [4]. Knuanyeckas
KapTHHA HanboJiee YacTO COCTOUT M3 ONTHIECKOIO He-
BpHTA, IIPOTSKEHHOTO B IIMHY (Ooyiee 3 CerMeHTOB I10-
3BOHOYHMKA) TTOIIEPEYHOr0 MUEJIUTA WU CUHIPOMA ared
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postrema. Y 60 % NalMEHTOB TaKXXe BCTPeYaeTCs opaxe-
HHE TOJIOBHOTO MO3ra, Yallle IIepUBEHTPUKYIISIPHO, B Taja-
Myce, TUIoTajaaMyce Win 00JIaCTi MO30JMCTOro Tea [15].

B 80 % ciydaeB 3a0o0jieBaHME HAYMHAETCS C I1O-
paxXeHUsI 3pUTEIBHBIX HEPBOB, YTO IPOSIBISIETCS OJ-
HO- MJIU IBYXCTOPOHHUM CHIDKCHHUEM OCTPOTHI 3pCHUS
1 00JIC3HEHHOCTBIO TIPY ABMKCHUHU INIa3HBIX SI0JI0K. OI1-
TUYECKMI1 HeBpUT xapakTepeH Kak mis NMOSD, tak
U JUTSI pacCeTHHOTO cKJiepo3a, Ho mpu NMOSD ero cum-
IITOMBI CHUJIbHEE BhIpaXKeHbI. K KIIMHIYECKIM CMITTOMaM
OINTUYECKOTO HEBPUTA OTHOCSTCS IOTEPsI 3peHMS (TI0JTHAST
WJIM YaCTUYHAsI, OMHOCTOPOHHSIST MU IBYXCTOPOHHSIS),
00JIEBOII CUHAPOM B 00JIaCTU OPOUT, MOJOXUTEIbHbIS
3puUTeNbHBIC (PeHOMEHBI (MEpPIAIOIINe BCITBIIIKHY, TIST-
Ha, TMHUN). BO3BHUKHOBEHME ONTUYECKOTO HEBPUTA O~
HOBPEMEHHO C 2 CTOPOH WJIH IIOCJICIOBATEIBHO C OMHOM
U IPYroii CTOPOHBI B KOPOTKMI CPOK CBUACTEIHCTBYET
0 BBICOKOI BeposTHOoCcTH Hammuust NMOSD [1, 2]. Ata-
KU ONITMYECKOTO HEBPUTA YacTO (IT0 HEKOTOPHIM JTaHHBIM,
moutu B 80 % ciydaeB) SIBJISIIOTCS IIEPBLIM IIPOSIBJICHUEM
NMOSD, npemmectBys muenuty. [lopaxkeHue 3putesb-
HbIX HepBOB Tpyt NMOSD 006BI9HO TsIKeI0e, MOKET OBITh
OIHO- WK AByxcTopoHHUM. ClenoTa 1o KpaiiHeil Mepe
Ha OIMH IJ1a3 pa3BuBaercs y 60 % MalueHTOB C peLyIu -
BUpYIOLIUM Uy 22 % — ¢ MOHO(A3HBIM TeUeHHEM 3a00J1e-
BaHUS. B pegkux cirydasix oTMe4yaeTcsi aCMMIITOMHOE T10-
paXeHHe 3pUTEIbHBIX HEPBOB, KOTOPOE OOHAPYKMBACTCS
Ha ayTOIICHH JIM0O PeTUCTPUPYETCS ITyTEM MCCIICIOBaHMS
3PUTEIbHBIX BBI3BAHHBIX TOTEHIMAJIOB HA PAHHUX CTaIA-
sx 3aboneBanusd [13].

IMopaxenue crimaHOro Mo3ra mpu NMOSD Bo3HuKa-
€T OCTPO, Jallle C pa3BUTHUEM ITOJTHOTO IOIIEPEYHOTO MUE-
JINTa, COIIPOBOXKIAETCS TPYOBIMU ABUTATECILHBIMU, YYBCT-
BUTEJIIBHBIMU PAacCTPONCTBAMU 1 HapylIeHeM (byHKIIMT
chuHkTepoB. Hepenko oTMeualoTcs pagukyiasipHas 00Jb,
cuMnToM JlepMuTTa, TOHMYECKUE MBIIICYHBIE CIIa3MBbl,
KOTOpBIC B OOJIBIIICHT CTETICHN XapaKTePHBI IST PELIUIUBH-
pylolIero TeueHus 3a6oaeBaHusl. [1poTskeHHOCTh mopa-
KeHMSI BellecTBa cmuHHOoro Mo3ra mpy NMOSD o0b19HO
oIpenessieTcs Ha YpoBHE 3 M 00jiee CETMEHTOB LIECITHOTO
I TPYIHOTO OTIEIOB ITO3BOHOYHMKA.

JuddepeHIManbHBIN IMAaTHO3 CleAyeT MPOBOIUTH
C pacCesTHHBIM CKJIEPO30M, CUCTEMHBIMM ayTOMMMYHHBI-
MU (cUCTeMHas KpacHas BoT4aHka, cmHapoMm Illerpena
" 1p.), THOEKIIMOHHBIMY 3a00JIeBaHUSIMU, HApYIICHU -
SIMM TIMTaHUS ¥ OOMEHa BEIIEeCTB, UIIEMUICCKIM U TOK-
CUYECKUM TTopaxkeHueM, 00J1e3Hb10 Jlebepa, TOKCMYecKoit
M TPAaBMATUYECKOM ONTUYECKMMU HEUPOIIATHUSIMMU.

Knunuyeckui cnyyaii

Ilayuenmra O.11., 2004 e. p., nocmynuaa é demckoe He-
eponoeuteckoe omoenerue I'bY3 MO «Mockoeéckuii obnacm-
HOU HAYHUHO-UCCA008aMeNbCKUN KAUHUMECKUT UHCIUMYM
um. M.®@. Bradumupckoeo» (MOHUKH) 6 oxkmsbpe 2016 e.
C HANPaABUMENbHbIM OUACHO30M <«OeMUeAUHUBUPYIUee

3ab0ne6aHUe YeHMPAAbHOI HEPBHOLL CLICIeMbL, HEeBDUM 160~
20 3pumenvHo2o Hepea». M3 anamuesa: eéevepom 15.10.2016
ommemuna 604e3HeHHOCMb NPU NPUKOCHOBEHUU K A€8OMY
2nasy, Ha caedyouuil 0eHb NOABUAUCD Jceamo-0enble 6CRblUL-
KU 6 moM dice 2nazy, K eyepy podumenu 3amemuiu y na-
YUeHMKU OMKAOHEeHUe 2Aa3H020 A0A0KaA KHAPYICU, YMPOM
17.10.2016 cruzunace ocmpoma 3peHusi Ha Aeablil 2Aa3: na-
YUeHMKA paziuyana moasko SpKuil céem u o4epmanus npeo-
Memoe npu ApKom oceeueHuu. Inu3zo0 HapyuleHus 3penus
6 8ude acnblulek neped 1e@biM 2Aa30M MaKice Ommeuancs
20dom panee, nocae Kypca cocyoucmoil mepanuu @ meuerue
1,5 mec 3penue soccmarosunoce. B aseycme 2016 2. nome-
Hana mecmo xcumenvcmea (nepeesd uz Yeasouncka ¢ Iloo-
MOCK08be).

K oppmanemonoey I'bY3 MO MOHUKH obpamunace
19.10.2016. Ocmpoma 3penus npagoeo ena3a cocmasasina
1,0; npu smom Ha nesom enasy onpedensnocs mMoabKo cge-
moowywerue. [Ipu ocmompe 2nazno2o Ona cnpasa 6oiseneHa
dexoaopauus ducka 3pumenvrozo Hepea (3H), epanuybl
yemkue, apmepuu U 8eHvl He usmenensl, creea [3H deko-
A0PUPOBAH, 2PAHULbL HECKOAbKO CIYIUEeBaHbl, apmepull cy-
JHCeHbL, BeHbl NOAHOKPOBGHBL, MAKYAAPHBLIL peghrekc coOXpaneH
Ha o6oux enazax. C OuaeHO30M «HaACMUUHAS ampogust 3pu-
MenbHORO HePBa NPABo2o 21A3a HesICHO20 2eHe3d, 3ACMOUHbLIL
JI3H negoeo enaza» eocnumanusuposana 8 demckoe Heepono-
euyeckoe omaenerue 045 UCKAIOYeHUsl 006eMH020 00pa306a-
HUs 20108H020 MO32a. B Hesponoeuueckom cmamyce: 60ne3-
HeHHOCMb 8 obaacmu 1e6020 21a3a NpuU @32450e 6 CIOPOHY,
OMK/AOHEHUe 16020 2AA3H020 A010KA KHAPYXCU, 4 MAKIce
pazautue 8 omopeakyusax: NpAMas U coopyicecmeeHHas
peaxkyuu cnpasa — jicugole, c1e6a — NPAKMUUECKU OmCym-
cmeyom.

Buoxumuueckuil ananu3 Kpogu u 00Ul AHAAU3 MOYU:
Hopma. Obwuil ananu3 Kpogu: NosviuleHue YPogHs 303UHOPU-
106 00 15,5 %. boiau uckniowenvt BUY-ungexyus, cenamu-
mut B u C, cuguauc u eenvmunmo3svt. Ummynogepmenmrolii
aHanuz Kpogu: oOHapysiceHvl UMMYHo2a00yaunbl G K eephe-
muueckoii epynne (supycot npocmoeo eepneca VI u VIII mu-
noes, supyc Snwumeiina—bapp, eupyc Bapuyeara—3ocmep,
Yyumomez2anosupyc).

Maenumno-peszonancuas momoepagpus (MPT) 2on06-
HO20 M032a U OpOUm C 8HYMPUBEHHbIM 88e0eHUEM KOH-
mpacmuoeo eeujecmea (20.10.2016): ouazoeoe nopaicerue
1€6020 3pUMENbHO20 HeP8a ¢ HapYuleHueM Uea0CmHOCmU
IOF (puc. 1, 2). Ouaeosoe nopaiicenue noayuiapuii 6046-
o020 M032a Cynpa- u UHGpameHmopuaibHoll A0KAAU3AUUY
He omMmeueHo.

s 6oaee demanvHoll OueHKU 0pmanrbmMoroeu4ecKoeo
cmamyca 21.10.2016 npogedenb: cmamuueckas Komnoiomep-
Has nepumempus, ONMU4ecKas Ko2epeHmHas momozpagpus
(OKT), a makce uccaedosanue ocmpomeol 3peHus u 2Aa3H020
ona 6 dunamuke. Ocmpoma 3peHusi Npagoeo 21a3a He usme-
Hunace (1,0), ocmpoma 3peHus 1e6020 eaaza ocmaganacs
HU3KOU — HenpaguavHas ceemonpoekyus. Ha enaznom oue
6 JuHamukKe COXpaHanacs Ae2Kkas CmyueeanHocmsy epaHuy,
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Puc. 1. lTayuenmra O.11., 2004 . p. Pezyavmamot MaeHUMHO-pe30HAHCHOU
momoepapuu opoum (20.10.2016), koco-cacummanbHas npoeKyus 8 pexcu-
me T2-STIR ¢ wcuponodasneruem: ouazo060e nopaxyceHue 1e6020 3pumens-
HO20 Hepea NPaKMUHecKy Ha 6cem e20 NPOMSNCEHUU

Fig. 1. Patient O.P., born in 2004. Oblique sagittal magnetic resonance
T2-STIR image of the orbits with fat suppression (20.10.2016): focal lesion
of the left optic nerve almost throughout the whole length

Puc. 2. llayuenmka O.11., 2004 2. p. Pe3yavmambi MaeHUMHO-pe30HAHCHOU
momoepagpuu opoum (20.10.2016), koponaphas npoekuus 6 pexcume
T 1-636euenHbIx U300paxceHuil ¢ 6HyMPUBEHHbIM KOHMPACHHbIM YCUNCHUEM:
BbIPANCEHHOE HAKONAEHUE KOHMPACHMHO20 6eUeCmea NOPaNCeHHbIM Ne6bIM
3pUMENbHBIM HEPBOM (YKA3AHO KPACHOU CIMPeAKoll)

Fig. 2. Patient O. P., born in 2004. Contrast-enhanced T I-weighted coronary
magnetic resonance image of the orbits (20.10.2016): pronounced accumula-
tion of contrast agent in the affected left optic nerve (red arrow)

4

JI3H cresa. Komnviomepras nepumempus: u3 npeossé-
snenubix 113 06sexmoe nayuenmia He ysudeaa 3 obsexma
(4mo c8s3aH0 ¢ meM, 4mo OHA 8nepesie NPoxooura daHHoe
uccaedosanue), npu MOM Ae8blil 21a3 He OMMemUA Hi 00H020
u3 113 oosexmos. OKT: ymenvuienue moauutol nepunanui-
JAPHBIX HEPBHBIX B0N0KOH 80 8CeX KBAOPAHMAX NPABORO 21a43A
U 8 BUCOUHOM, HUJICHEM U HOCOBOM K8AOpAHMAX 1€6020 2Aa-
3a; npu oOueHKe MaKyIapHoll 06aacmu 8bis8AeH0 YMeHbULIeHUe
MOAWUHBL GHYMPEHHUX CA0€8 Cem4amKu ¢ 00eux cmopoH,
8 HacCMHOCMU KOMNAEKCA 2AH2AUO3HBIX KAEMOK.

Ilo dannvim anamuesa, ¢ 2015 e. y nayuenmiu 3apeeu-
cmpupogarn 3nu300 pempodyab0apHo20 He8pUMAa HA AEGOM
2nasy (6 amom nepuoo oHa énepevie OMMemuaa HapyuleHue
3peHus @ gude cnbliek neped enazamu), KOmopulii paspe-
wuacs Ha gone cocyducmoii mepanuu 6 meyerue 1,5 mec.
Moowcro npednonoxcume, ymo paree uau 8 SMom dice nepu-
00 Ha npasom eaasy pempodyab0apHblii Hegpum umen cyo-
KAUHUYecKoe meveHue, MaK KaK nayueHmka He omme4ana
CHUJICEHUS 3peHUs Ha 0anHoM 2aasy, a no peayrsmamam OKT
8bl516/EHO BbIPAICEHHOE YMEHbUICHUE MOAUWUHBL NePUNAnUA-
ASAPHBIX HEPBHBIX BONOKOH CEMUYAmKLU.

C yuemom dannbix 00cAe008aHUS U AHAMHE3d YCMAHO8-
AeH JuazHo3 «uacmuunas ampogus OUCKa 3pUmenbHoeo He-
P8a npasoeo enasa, pempooyab0apHblil He6pUM 1€6020 21a30».
s kynupoganus 6016020 cumnmoma npu 08UNCEHUU 21a3-
HO020 516/10Ka 8bINOAHEHA NAPadyNbOapHAs UHBeKUUs Oemame-
masona. Ilpoeedensl nyasc-mepanus MemuanpeoHUu3010HOM,
pempolyrvbapHsie UHBEKYUU MPUAMUUHOAOHA, cocyducmas
mepanusi ¢ NOAONCUMENbHOL OUHAMUKOI 6 8ude YAyuUeHUs.
0CmMpombl 3peHuUs. U 60CCMAHO6AeHUs (homopearyuil.

AmbynamopHo npoeeder anaiu3z Ha aymoaHmumenda
NMO-IgG: mump 1:80 (nHopma — menee 1:10).

B konye nHosbps 2016 e. nayuenmka eocnumanusupo-
eéana nosmopto: 23.11.2016 nossuaucs apkue cepo-benvie
écnbliku neped enasamu U 601e3HeHHOCMb 8 001acmi NPaeo-
20 21a3H020 2010Ka npu osuxceruu, 25.11.2016 3navumensHo
CHU3UAACH OCMPOMA 3DeHUs NPABo2o 21a3d.

MPT eon06H020 M032a, wieiinoeo u epyoHo20 0moenos
NO360HOMHUKA C 6HYMPUBECHHbIM 88e0eHUEeM KOHMPACMHO20
sewecmea (02.12.2016): ouaeosoe nopaiceHue npasoeo 3pu-
menvHoeo Hepéa ¢ HapyuieHuem yesocmuocmu 196 (puc. 3, 4),
NPOMANCEHHDLIL 04ae 8 CMPYKMYype CRUHHO20 M032a WelIH020
omadena no36oHouHUKa 6e3 HapyuleHus yeaocmuocmu 195
(puc. 5).

Ogmanvmonoeuueckuii ocmomp 25.11.2016: éviparxcen-
Hoe CHUJICeHUe ocmpomul 3penus npasoeo esasa 0o 0,01
IKCUEHMPUYHO U 1e6020 eaasza — do 0,02 sxcuenmpu4no;
npu ocmompe enasznoeo ona omek JA3H ue eviscaen, JI3H
0eK010pupo8aHsl, ¢ YeMKUMU ePAHUUAMU HA 000UX 21a3aX.
OKT: 6 cpasneruu c dannvimu om 21.10.2016 obwas mon-
WUHA NepUnanuiiapHblX HEPEHbIX G0A0KOH YBeAUUUNACh
Ha 7 MUKPOH HA NPABOM 21a3y U yMeHbuuaacs Ha 20 MUKPOH
Ha neeom enazy. Ilposedenue nepumempuu 6bL10 HEBOZMONC-
HO U3-3a O4eHb HU3KOU OCMPOMbL 3DeHUsI HA 000UX 21a3aXx.
Yemanoeaen ouaenos «pempodyavbapHuiii Heepum npasoeo
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Puc. 3. lTayuenmka O.11., 2004 2. p. Pe3yavmambi MaeHUMHO-Pe30HAHCHOU
momoepaghuu 2on06rnoeo mozea (02.12.2016), axcuanrvras npoekyus 6 pe-
acume FLAIR c acuponodasnenuem: 04azo60e nopaxicerie npagoeo 3pumens-
HO20 HEpea NPAKmMu4ecku Ha 6CemM e20 NPOMANCEHUU, Ne6blll 3pUmMenbHblll
Hepa 6e3 cyujecmeeHHblX 0cobeHHocmell

Fig. 3. Patient O.P., born in 2004. Axial FLAIR magnetic resonance image
of the brain with fat suppression (02.12.2016): focal lesion of the right optic
nerve almost throughout the whole length; no pathological changes are ob-
served in the left optic nerve

Puc. 4. layuenmra O.11., 2004 e. p. Pe3ysvmambvi maeHumno-pe3oHancHoi
momoepaghuu eonosrnoeo mozea (02.12.2016), axcuanrvnas npoekyus 6 pe-
acume TI1-636euieHHbIX U300padceruil ¢ 6HYMPUBEHHbIM KOHMPACMHbIM
YCUNeHUeM: BbIPANCeHHOe HAKONACHUE KOHMPACMHO20 8eUeCBa NOPadcet-
HbIM NPABbIM 3PUMENbHbIM HEPEOM, NeBblil 3pUmensHblil Heps be3 docmosep-
HbIX NPUBHAK08 HAKONAEHUS KOHMPACMHO20 8euecmed

Fig. 4. Patient O.P., born in 2004. Axial contrast-enhanced TI-weighted
magnetic resonance image of the brain (02.12.2016): pronounced accumula-
tion of contrast agent in the affected right optic nerve; no signs of contrast
agent accumulation are observed in the left optic nerve

21a3a, Yacmu4Has ampogusi 3pUMenbHO20 HepPea A€o0 2Aa-
3a». [Iposedenbl nyavc-mepanist MeMuAnpeoHU3010HOM, 6HY-
mpueeHHoe 86edeHue UMMYH02A00YAUHO08, napadyrvbapHoe
8eedenue bemamemasona, deKcamemasona, Henageraxa.
Ha gone reuenus ommeueHo yayuuleHue cocmosuus é guoe

Puc. 5. layuenmra O.11., 2004 2. p. Pe3ysvmambi maeHumno-pe3oHancHou
momoepaghuu wieiinoeo u epyoHoeo omdenos nosgonounuxa (02.12.2016),
caeummanvhas npoekyus 6 pexcume T2-STIR: napywenue cmpykmypol
8eujecmea CNUHHO20 M032a 6 WeliHoM omoene NO360HOYHUKA ¢ 8U3YAAU3A-
yueil NPOMANCEHHO20 ouaza om yposHs mena noseonka C2 do HuicHell 3a-
MblKamenvHol naacmunku meaa no3eonka C5, chuHHOU M032 Ha Ypo8He
nopasicenus creeka ymoaujeH

Fig. 5. Patient O.P., born in 2004. Sagittal magnetic resonance T2-STIR
image of the cervical and thoracic spine (02.12.2016): structural abnormali-
ties are detected in the spinal cord matter of the cervical spine (from the C2
vertebral body to the inferior endplate of the C5 vertebral body); spinal cord
is slightly thickened in the affected area

Kynuposauus 6016020 CUHOPOMA NPU OBUNCEHUU 2AA3H020
2010Ka U 6chnbluleK nepeo ena3amu.

Ogmansvmonoeuueckuii ocmomp 02.12.2016: ocmpoma
3PeHUs. N0BbICUAACH HA npasom 2aa3y do 0,08 sk cyeHmpu4Ho,
Ha aeeom — 0o 0,07 sxcyenmpuuno. /laa npodoadxcerus kypca
KOHCep8amugHoi mepanui peKomMeH008aHA 20CRUMANU3AUUS
6 ogpmanvmonoeuueckoe omoenenue.

Ilayuenmxka 6nosv eocnumanusuposana 09.01.2017
8 CBA3U C HCAN00AMU HA CYyulecmBeHHoe oepaHuyerue 06u-
JHceHUll 8 1€60ll pyKe, NPeUMYU,eCMEeHHo 8 001acmu A10Kme-
6020 cycmaea u Kucmu, oujyujerue caabocmu 6 1eoll pyke,
nocmenenno pazsugaroujuecs c ympa 06.01.2017 nocae ne-
peoxnadxcoerusi. B Hegposoeuveckom cmamyce: CHUdMCeHUe
cunvl 6 nesoll pyke do 3—4 6annos, nosepxrHocmuas 6o1e6as
eunecmesus Koxcu 1e8020 npednaeuvs u kucmu. Oyenka
no wikane Expanded Disability Status Scale (EDSS) cocmas-
asem 4,5 banaa.

MPT weiiroeo u epyoHoeo omoenoe no360HOYHUKA C 6HY-
MpUBEHHBIM 86e0eHUeM KOHMPACMHO20 8elyecmaa 6 OUHAMU-
ke (10.01.2017): 6 cpasHeHuu c pe3yrbmamamu uccredosa-
Hus om 02.12.2016 ommeuenvt ompuyamensvHas OUHAMUKA
U3MEHeHUIl 3a cuem y@eauueHus pamepos namonoeutecKoll
30Hbl 8 WelHOM omdene, Nosi8AeHUe HO8020 o4azd HA YPo8-
ne Th2 nozeonka c HakonaeHuem KOHMPACMHO20 8eu,ecmeda
OMMeYeHHbIMU NAmMOoAo2UMeCKUMU cmpykmypamu (puc. 6, 7).
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Puc. 6. llayuenmra O.11., 2004 2. p. Pe3ysvmambor macHumno-pe3oHancHoi
momoepaghuu weiinoeo omadena noseonounuia (10.01.2017), cacummanviwie
npoexyuu 6 pexcume T2-STIR: yeearuuenue pazmepog panee omme4eHH020
NPOMANCEHHO20 04a2a 8 8euecmee CHUHHO20 M032a ¢ boee BbipadICeHHbIM
YmoAaujeHuem CHUHHO20 MO032d, HOAGNEHUEe H08020 HeDOAbUI020 04aea
Ha ypoere meaa nozeonka Th2

Fig. 6. Patient O.P., born in 2004. Sagittal magnetic resonance T2-STIR image
of the cervical spine (10.01.2017): the area of structural abnormalities in the
spinal cord matter has expanded; spinal cord thickening has become more pro-
nounced; a new small lesion has emerged at the level of the Th2 vertebral body

Puc. 7. llayuenmra O.11., 2004 2. p. Pe3ysvmamb: macHumno-pe3oHancHoi
momoepaghuu weiino2o omoeaa no3goHouHuKa 6 durnamuxe (10.01.2017),
cazummansHole npoekyuu 6 pexcume T1-636euieHHbIx U300padiceHuil ¢ 6Hy-
MpPUBEHHIM KOHMPACHHbIM YCULEHUEM: HEOOHOPOOHOe KOAbYeBUOHOe HA-
KoneHue KOHMpPAacmHo20 6elecmea NPOMsINCEeHHbIM YHaACMIOM NOPAXCeHUs.
8eujecmea CNUHHO20 M032d U cAa00e HAKONAeHUe HOBbIM 04A20M HA YPOGHe
mena nozeonxa Th2 (ykazano kpacHoii cmpenkoii)

Fig. 7. Patient O. P., born in 2004. Sagittal contrast-enhanced T 1-weighted
magnetic resonance image of the cervical spine in dynamics (10.01.2017): an
nonhomogeneous ring-shaped area of contrast agent accumulation is de-
tected in the affected spinal matter; slight accumulation of contrast agent is
observed in the new lesion at the level of the Th2 vertebral body (red arrow)

Ilocae kypca KoHcepeamugHoil mepanuu ocmpoma 3pe-
HUsL NPAB02o 21a3a nogvicuaacs 0o 1,0; ocmpoma 3penus ne-
8020 enaza — 0o 0,03, noae 3peHus NPagoeo 21a3a NOAHOCHbIO
soccmanogunocs. OKT: o6was moawuna nepunanuiiapHsix

4

HepBHbIX 80N0KOH HA NPABOM 21a3y YMeHbuuAacy Ha 16 mu-
KpOH U cocmaguaa 54 Mukpoua, Ha aeeom enasy — Ha 14 mu-
KpOH u cocmasuna 33 MuKpoua.

Yemanoeaen duaenos «wacmuunas ampogus 3pumenvrbix
Hepeos 000uUx ena3 Ha Gore demueruHu3UpyrOule2o 3a0601e6a-
HUs YeHmpansHoll Heperoli cucmembl». Ha done nyavc-me-
Panuu MemuanpeoHUu3010HOM U 6HYMPUBEHHOO 88€0eHUS UM-
MYHOA00YAUHA CUAA U HYBCIMBUMENbHOCHb 188011 KOHEYHOCMU
60CCMAHOBUAUCD.

06cy:xpeHue

ITammeHTKa BBIIICaHA U3 HEBPOJIOIMIECKOTO CTALIM -
OHapa C IMarHO30M «IeMHUEIMHU3NPYIoIee 3a00IeBaHNe
LICHTPAJIbHONM HEPBHOM CUCTEMBI C MOJOXUTECIbHBIMUI
NMO-aaTutenamu (onTukoMueuT JeBuka), haza 000-
crpeHus». [locie BRIMMCKY 13 cTallMoHapa Havasia IoJIy-
yaTh PUTYKCUMaO.

CorjlacHO COBPEMEHHBIM KJIMHUYECKUM PEKOMEH-
JIaIusIM, ONITUKOMUEIUT JleBrKa IpeioXXeHO Ha3BaTh
NMOSD, tak Kak He Bce ciryd4au 3a0ojieBaHUsI YKJIaIbl-
BaIOTCS B KJIACCMYECKYIO KIIMHMYIECKYIO KAPTUHY OIITHUKO-
muenuTta deBuka [15].

KimoueBeIMM KIIMHUYECKUMH XapaKTePUCTUKAMU
NMOSD gsnsiores:

*  ONTUYECKU HEBPUT;

*  OCTPBIl MUEJIUT C TIPOTSKEHHOCTHIO ITOPaXKeHUS

CITMHHOTO MO3Ta 00Jjiee 3 CErMEHTOB I10 JAHHBIM
MPT;

*  CHHIPOM area postrema: SIN301IbI HEOOBICHUMO
PBOTHI, TOLITHOTHI JINOO UKOTHI,

*  OCTpbIMA CTBOJIOBOU CUHAPOM;

*  OCTpPBII KIMHUYECCKUIA CUHAPOM IIPOMEXYTOUYHO-
ro Mo3ra ¢ TunmmyHbIMA 111 NMOSD nsmeHenun-
ssmu Ha MPT nipogosroBaToro Mo3sra;

*  mopaxeHHe OOJBIIOro MO3ra C TUIIUIHBIMU
w11 NMOSD nzmeHeHUsIMHU 00IBILIOTO MO3ra.

[Tpu moyoXXUTETLHOM TECTe Ha aHTUTENIA K aKBaIo-
puny-4 AQP4-1gG nns mocranoBku nuarHoza NMOSD
HEOOXOIMMBI HaJTMIMe KaK MUHUMYM | 13 Ha3BaHHBIX BbI-
11Ie KJTFOUYEBBIX KIIMHUYECKUX XapaKTePUCTUK 1 OTCYTCTBUE
JAHHBIX, YKa3bIBAIOIINX HA HAJTMIUE TPYTUX 3200 ICBAaHMUIA.
ITpu orpuniarenbsHoM Tecte Ha AQP4-IgG niist mocTaHOB-
ku guarHoza NMOSD Heo0xoanMo Halmuyne Kak MUHM-
MYM 2 KIIFOUEBBIX KIIMHUYECKUX XapaKTePUCTUK 3TOTO
3a00JieBaHUsI, BO3HUKIIMX B pe3yjbTaTe 1 uiam 6ojee
000CTpeHUit, MpuYeM OJHOM U3 HUX 00513aTeIbHO JOIKEH
OBITh HEBPUT MJI MUCJIUT C BHIPAXKEHHBIM ITOpPaXKeHUEM
CIIMHHOTO MO3ra MO0 CUHAPOM area postrema. IlomumMo
TOTO, JOJKHBI OTCYTCTBOBAaTh JaHHBIC, YKA3bIBAIOLINE
Ha HAJIMIKE IPYTHX 3a00JICBaHUIA.

OcHOBOI1 JieueHUs ocTphIX anu3ogoB NMOSD gB-
JISIIOTCSI BBICOKHE T03bI KOPTUKOCTEPOUIOB (KaK ITpaBH-
J10, MeTIinpenHu3010H 1000 Mr BHYTPUBEHHO) B TeUE-
Hue 3—5 nmHelt Ha ¢oHE CTaHIAPTHOM Tepanuu APYTUX
OCTPHIX KJIMHUYECKUX MIPOSIBICHUN IeMUCINHU3AINH.
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KopTtukocTepouasl 0Ka3bBaloOT UMMYHOCYIIPECCUBHBII
Y TIPOTUBOBOCIIAJIUTENIBHBIN 3(P(EKTHI 32 CYET YMEHbIIIe-
HUS 9Kcia ieprudeprudecKnx JTMM@OIUTOB U ITPOBOCIIAJIM -
TEJIBHBIX IIMTOKMHOB, a TAKKE M3MEHEHMSI 000pOTa JISHKO-
1uToB [5]. Ilyabc-Tepanust METUIIPETHU30JI0HOM OOBIYHO
IIEPEHOCUTCS XOPOIIIO, HO BaXKHO 00ECIICYNTD IMAIUCHTY
MMpOoMITAKTUKY SI3BEHHOM 00JIC3HU XKeTyaKa 1 IIPOBOIUTD
MOHUTOPUHT OOIINX ICUXUATPUIECKIX ITOOOUHBIX A(PPeK-
TOB, TaAKMX KaK 0€CCOHHMIIA U BO30YKIESHHUE.

[MammeHTaM, y KOTOPBIX OTCYTCTBYET KIIMHUYSCKUIA
OTBET Ha MYJIbC-TePAINI0, PEKOMEHIOBAHO IIPOBEICHIE
azMacdepesa KypcoM U3 5 Ipoleayp, OObIYHO BBITTOTHS -
eMBIX Yepe3 1eHb. [1pyn HaTmIry 09aroB B IICITHOM OT/EIIe
CIIMHHOTO MO3Ta M3-3a pUCKa IbIXaTeIbHBIX HapyIICHUI
PEKOMEHAyeTCsI cpa3y HauMHATh TEPAIHIO C IuiazMadepe-
3a. B HeKOoTOpBIX MyOJIMKaALMSIX TTOC/IEIHUX JIET ITpeaiara-
eTcs cpa3y IpOBOIMTH IIa3Madepe3 Hapsiay ¢ Tepanueit
KOPTUKOCTEepOUAaMu, OCOOEHHO y MallMeHTOB, o0palla-
IOIIUXCS ¢ PELUMANBOM TIOCTIE TIPEABIAYIIIETO XOPOIIEeTO
oTBeTa Ha masMadepes [1].

B otnuue oT ManmMeHToB ¢ pacCesTHHBIM CKIIEPO30M,
nauveHTsl ¢ NMOSD KIuHMYecKr He TOJIBKO He pearu-
PYIOT HA IMMYHOMOIYIAPYIOIIYIO TePAIINIO, HO X MOTYT
OTMeuarh yxyaueHue coctossHus [7, 10], mosaToMy B Ka-
YeCTBE MOAICPXKUBAIOIICH TepaItiu IS HUX MCIIOJIb3YIOT
psI UMMYHOCYIIPECCUBHEBIX IIpeIIapaToB, Haubojee Jya-
CTO — PUTYKCUMab, MUKOo(deHomaTa MOPETHUIT U a3aTHO-
npuH [14].

Putykcumab npeacrasisieT co00ii XvMepHbIe MBI -
HbIe/4eI0BeUeCKIe MOHOKIIOHAIbHEIE aHTuTea K CD-20
aHTUTeHy B-1MMGOILIMTOB 1 UX MpeaIeCTBEHHNKOB. Te-
panuio HaynHaT ¢ 10361 1000 Mr 1 pa3 B HelleJTio B Teue-
Hue 2 Hell WK 375 Mr/M2 IOBEPXHOCTH TeJla eXeHe/IeTbHO
B TeueHue 4 HeJl ¢ MOCJAEYIOIUM mpueMoM 375 Mr/m2
i 1000 MT B HeJesio B TeueHWe 2 Hell, TOKa YPOBEHb
CD-19 mnMbOLNTOB 110 JaHHBIM IPOTOYHON IIUTOMETPUHI
He npeBbicUT 1 %. Y nmauueHTOB ¢ 00Jjiee arpeCCUBHBIM
tedueHrneM NMOSD Bo3M0XHO TpUMEHSATh pUTYKCUMA0
B Ka4eCTBE Tepallnu 1-il IMHUU C LIEIbI0 TIPeIOTBpaIIle-
HUS pa3BUTHUS CTOMKOM mMHBanmuau3auuu. CieayeT oTMe-
TUTb, YTO PUTYKCUMAO IIPOTUBOMNOKA3aH MPU TSKEIBIX
3a00JIeBaHUSX MEYECHU, NPEALIECTBYIOIIE XUMUOTE-
panuu UIW TpOoTpeccUupymoineid MyabTUdOKaIbHOMN

JIefiKosHIIeharonaTun B aHaMHe3e. K OCHOBHBIM IT0-
004YHBIM 3(PeKTaM Tepanuu pUTYKCUMaOOM OTHOCSTCS
cerncuc, MHOEKINU, JEUKOIICHNs, TTOBBIIICHUE YPOBHS
TpaHCAaMUHA3, PEIKO — IIPOrpeccUpylomast MyJIbTudo-
KaJibHag JieiikoaH1IedanonaTus.

MuxkodeHonara ModeTUI Ha3HAYalOT B O03€
1000—2000 Mr/cyT ¢ OmHOBpeMEHHBIM IIPUEMOM IIPEI-
HU30JI0Ha B 03¢ 5—60 Mr/cyr. MexaHu3M AeUCTBUS
Ipernapara OCHOBaH Ha MHTMOMPOBAaHUY MHO3MHMOHO-
docdaTaernaporeHasnbl, YTO yMeHbIIaeT CUHTE3 T- 1 B-
JMMOOLINTOB.

A3aTHUOIIPpUH, aHTAaTOHUCT 3HIOTCHHBIX ITyPUHOB
B JHK n PHK, mpengrcTBylomuii nponudepanuun
JIUMGOIMTOB, HA3HAYAIOT B J03¢ 2—3 MI/KT/cyT (Tak-
K€ ¢ OMHOBPEMEHHBIM IIPUEMOM IIPEIHM30JI0HA B 103€
5—60 mMr/cyT) B TeueHHe 6—12 Mmec.

[Ipu mmurensHOM NedeHn NMOSD nMmmyHocyTipec-
COpBI TaKXKe TToKa3aau ¢BOI 3(PGeKTUBHOCTh B CTAOM-
Jm3auuy cocTostHUSA 00JbHBIX [10]. C npyroit CTOpOHHI,
WMEIOTCS JaHHble 00 yXYAIIEHUU TeYEHUS 3a00IeBaHUS
rnocJe Ha3HavYeHus1 nHTepdepoHa 6eta [17].

ITporuo3 mpu NMOSD BapunabenbHbIi, ITpU pa3Bu-
THH 3a00JIeBaHUS B IETCKOM BO3pPacTe OTMEJaeTCs IIpe-
UMYIIECTBEHHO MOHO(a3HOe TeUeHNEe 0e3 ITOBTOPHBIX
peunauBoB. [1pu cBoeBpeMEHHOM Havajie KOPTUKOCTEPO-
UIHO Y1 UMMYHOCYIIPECCUBHOM Tepanuuy IIporHo3 doee
OGaronpusTHBIN [8].

BbiBoabI

Jwuarnoctuka u nuddepeHunanbHasg TMarHOCTUKA
JMEMHUEIMHU3UPYIOIINX 3a00JIeBaHUI HEPEIKO BHI3HIBAIOT
OoJbilive 3aTpyaHeHUs. B paccMOTpeHHOM cityyae KIMHU-
yeckas KapTrHa cootBeTcTByeT NMOSD), Tak Kak ynoBJeT-
BOpSIET 2 KIIIOUEBBIM KPUTEPHUSIM 3TOTr0 3a001eBaHUsI (OI1-
TUYECKUA HEBPUT U OCTPBIA MUEIIUT C NPOTSLKEHHOCTBIO
IMopaXkeHUs CIMHHOTO Mo3ra 0oJjiee 3 CerMEeHTOB IO TaH-
HeIM MPT) u cienmduaeckuii aHamm3 KpOBU Ha aHTUTE 1A
K aKBaIlOpUHY-4 IaJI IIOJIOKUTEIbHBIN Pe3y/IbTaT. YCTaHOB-
JICHHBIM IMArHO3 IIPaBOMOYEH, TepaIsl pUTYKCUMaOOM
Ha3HaYeHa B COOTBETCTBUU C aKTyaIbHBIMU KIIMHUYECKIUMU
pekoMeHmarusaMu. [laleHTKe moKa3aHO TMHAMUIEeCKOe
HaOIIONCHNE C PETYJISIPHBIM KOHTPOJIEM HEBPOJIOTMIECKOTO
craryca, ocTpoThl 3peHus1, faHHbIXx OKT n MPT.
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Konmaxmeor: Hamanes Buxmoposna Ckpunuenko snv@niidi.ru

Ouaeoeoe nopadicenue yeHmMpanbHoll HepeHOUl cucmeMmbl y Oemeti Modcem Obimb 00)CA1064eH0 KAK UHDEKUUOHHBIM NOPAJICEHUEM GeUuecmad
20108H020 U/UAU CNUHHO20 M032a, MAK U AYMOUMMYHHbIM, U UNOKCUYecKU-uwemuyeckum nopaxcenuem. He uckarouena é3aumocesss smux
namonoeuueckux npoueccos. Tpyonocmu ouggepeHyuarvHoll 0UaeHOCMUKY PA3IU4HbIX N0 2eHe3y 04ae08biX NOPANCeHU UeHMPANbHOU
HepPBHOI cUCmeMbl C83AHbL C OMCYMCmeuem abCoNOMHO CReyuduUecKux KAUHUHeCKUX U 1a60pamoprsix 0anHbiX. B smux cayuasx moavko
buoncus mMo3ea no3eoasem NOCMAgUMb OKOHYAMeNbHbII duaeHo3. B cmambe npedcmasnen duazHoCmuuecKu CA0JCHbLI CAYYALl OCMPO20o
ducceMUHUPOBAHH020 IHYeDANOMUEAUMA Y 0e60YKU-NOOPOCMKA ¢ HEMUNUYHBIM HOCENEHHO NPOSPECCUPYIOWUM meveHuem U pazgumuem
6e2emamuHO20 COCMOSHUSL, HeCMOMPS HA NPUMeEHeHUe 00AbUUX 003 20PMOHO8 U GHYMPUBECHHbIX UMMYHO02A00YAUH08 6 deblome 3a601e6a-
HUS, ¢ NOA0XUCUMENbHOU OUHAMUKOU HA (pOHe OAUMEAbHOU IMRUPUYECK Ol npomugosupycroil mepanuu. Toavko 6aa2o0aps buoncuu 20106-
H020 M032a NOOMEEPICOEHO 2ePNeCEUPYCHOe NOBPeNCOeHUe 20108H020 M032d ¢ OanbHeluel mpancghopmayuell 3a601e6aHUS 8 PACCESHHbLI
cKAepo3.

Karouesnie caosa: demu, ouazogoe nopaicenue yeHmpanrvHol HepEHOU CUCMeMbl, 2epnecaupycol, 0CMpblil OUCCeMUHUPOBAHHbIIL IHUedano-
Mueaum, paccesiHHblil ckaepos, deMueauHu3upyrouue 3a601e6anus, MaeHUMHO-Pe30HAHCHAs MOMOo2padus

DOI: 10.17650/2073-8803-2017-12-4-63-73

DIFFERENTIAL DIAGNOSIS DIFFICULTIES OF FOCAL CENTRAL NERVOUS SYSTEM DAMAGE
IN CHILDREN (A CLINICAL CASE)

E. Yu. Skripchenko®: 2, A.A. Vilnits!, V.E. Karev!, N.V. Skripchenko® 2, A.V. Surovzeval,
E.N. Imyanitov’ 3, N.V. Marchenko!, M.A. Buhalko®> 2, E.N. Suspitsin’> >
! Pediatric Research and Clinical Center for Infectious Diseases; 9 Prof. Popova St., Saint Petersburg 197022, Russia;
2Saint Petersburg State Pediatric Medical University; 2 Litovskaya St., Saint Petersburg 194100, Russia;
3N.N. Petrov National Medical Research Oncology Center, Ministry of Health of Russia;
68 Leningradskaya St., Pesochnyy Settlement, Saint Petersburg 197758, Russia

Focal central nervous system damage can be a result of infectious process in brain or spinal cord, autoimmune or hypoxic-ischemic process
and a relationship of these processes. Difficulties in differential diagnosis of variant pathogenic focuses in central nervous system are related
with absence of specific clinical and laboratory data. In such cases brain biopsy can help to make right diagnosis. In this article we characteri-
zed diagnostical process in teenage girl with progressive case of acute disseminated encephalomyelitis and vegetative status as complication,
though she got large doses of steroids and intravenous immunoglobulins at the disease onset, with positive dynamic as a result of prolonged
antiviral therapy. The diagnosis was made only by brain biopsy — we found herpesviral brain damage, further the disease transformed
in multiple sclerosis.

Key words: children, focal central nervous system damage, herpesviruses, acute disseminated encephalomyelitis, multiple sclerosis, demyeli-
nated diseases, magnetic resonance imaging

Beenenue CJICICTBUEM KOTOPBIX SIBJISICTCS IEeMUESTMHU3AINS 1/ WIN
B mocnenHue romsl B 2 pa3a BO3pociia 4acToTa opra- JlereHepalys HepBHBIX BOJIOKOH [5]. DHIIedanuThl, JUC-
HUYECKOTO MTOPaXXeHUsI IIEHTPAJIbHON HEPBHOM CUCTEMBl ~ CEMUHUPOBAHHBIC SHIIE(DATOMHUEIUTH U PacCeSTHHBIN
(THC) y mereii, cBsI3aHHOTO KakK ¢ BocHaluTe bHbIMU,  ckiepo3 (PC) sBnsorcs Hanbosee yacTeiMu 3a001€BaH -
TaK U THIIOKCUYECKU-UIIeMUYecKuMu npoueccamu,  svu ITHC, manudecTupyomMm 04aroBbIM ITOpakeHIeM
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IHHC y nereii. TskecTh mopaxkeHUsT HEPBHOM CUCTEMBI,
OBICTpPOTa pa3BUTHUSI 3a00J1€BaHUSsI, BICOKAs JIETaJIbHOCTh
(4—30 % ciyyaeB) ¥ YacTOTa MHBAJIUAMU3ALUK y AeTeit
00YyCJIOBIMBAIOT aKTYaJlbHOCTb U3Y4YEHUSI 3TUX 3a00J1eBa-
Huii. Hanmnmane o0mux NpuInHHO-3HAYMMBIX (PaKTOPOB,
psa YHUBEPCATBHBIX ITATOTEHETUISCKUX MEXaHN3MOB,
CXOXECTb KIMHNYECKUX IIPOSIBIICHUI B Ae0I0TE, OTCYT-
CTBHE a0COJIOTHBIX TUATHOCTUICCKN 3HAYUMBIX KPUTE-
pueB 00yCI0OBIMBAIOT HEOOXOAUMOCTb CBOEBPEMEHHOM
nudbepeHIINaTbHON TMaTHOCTUKY [IJIST BEIOOpA TAKTUKK
BeIeHMSI, YTO OIpeaelisieT ucxo 0oae3Hu. JdemMuenmHu3m-
pytomme 3a6oeBanusa LIHC mipencraBisitor co0oit mom-
MopdHYyI0 TPpyIIy 00Je3Hel, OCHOBHBIM IIPU3HAKOM KO-
TOPBIX SIBJISIETCS pa3pylIcHUEe MUEIMHA O€JIOro BellleCTBa
(pexe — ceporo BellecTBa) TOJIOBHOTO ¥ CIIMHHOI'O MO3Ta
B pe3yJIbTaTe BOCIIAJIUTEIBHOTO IIpoIiecca, Jalle MHPeK-
LIMOHHOTO M /WIM ayTOUMMYHHOTI'O, peXe MIIeMUISCKI-
MeTaboIMYecKoro, Tokcudeckoro xapakrepa [8]. Eciu
npu sHUedanuTax rmpeodsagactT HPEKIIMOHHBIN reHe3
ITOBPEXIEHNS MO3TOBOM TKAHH, TO IIPH OCTPOM JUCCEMMU-
HUpoBaHHOM 3HI1IeaTomuenure (OJIDM) u, ocobeHHO,
mpu PC — ayToMMMyHHBIN, TPUITEPOM KOTOPOTO MOXKET
OBIT MH(PEKIIMOHHBIN areHT [8]. Ouaru qjeMueTmHn3aun
B LIHC y meteit MoryT OBITH MOHO(DOKAIBHBIMHU C IIOpaKe-
HueM 1 yuactka ITHC (momepedHbIil MUSIHUT, PETPOOYIhb-
OapHBIl HEBPUT U T. II.) WA MYIbTA(OKAIBHBIMHI, MTHOTIA
C IIPOSIBJICHUSIMU SHIIe(ATIONATHI;, TeUeHHE 3200 IeBaHUS
MOXET OBITh MOHO(A3HBIM WJIM BKJIIOYATh MOBTOPHEIE
SIU30IbI JeMUCTUHU3ALNY C TTOpakeHNEeM TeX XK€ 30H
IIHC unm BoBneueHreM HOBEIX [1, 8]. Hanbomee yacThl-
MM 3a00JIeBAaHUSMU IETEN-IIOIPOCTKOB sBJsiiorcss O1OM
U peuuauBupyoole-pemurtupylomuii PC. OJ19M, Tak-
Ke Ha3bIBaeMBbIi MOCTUH(MEKIIMOHHBIM SHIIedaoMueN -
TOM U UMMYHOOIIOCPEIOBAHHBIM SHIIe(aTOMUETIUTOM,
MpeacTaBisieT co00il MynbTU(OKaIbHOE OMHOMa3HOE
(B penkux ciaydasx MyJIbTda3HOE) BOCIIAIIUTEIBHOE Jie-
muenuHusnpyooniee 3adbonesanue LIHC, mpu koropom Bo-
BJICKAIOTCSI HECKOJIBKO 00J1acTeii 6e1oro BerecTBa (pei-
KO Ccepoe BEIIIECTBO M CITMHHOM MO3T), Yallle BCTpeJaeTCs
ImocJie HeaaBHUX (IIepeHeCeHHBIX 3a 1—2 Hex o0 nebioTa)
BUPYCHBIX M OaKTepHaTbHBIX MHOEKINNA UK, PeXe,
ITocJie BaKIIMHAIINY, XOTS KOHKPETHBIN 3THOJIOTHYECKUIA
areHT BepuduIpyercs He Beerna [ 1, 2]. 3adboaeBaeMoCcThb
B JeTCKOM momynsiiuu Kojieoaercs ot 0,07—0,40 coyyas
Ha 100 TeIC. neTeii. [Tpu mynsTudasztom reuenn OJOM
puck tpancgopmanmu B PC cocrasiser go 15—20 % [8].
Cpenu ¢akTopoB, CIOCOOCTBYIOIIMX TpaHcHoOpMaun
OI®M B PC, paccMaTpuBaIOT XeHCKHIA TT0J1, MH(PULIN -
POBAHHOCTDH BUpycoM DmiteiitHa—bapp, HU3KWMIi ypoBeHb
BuTamMuHa D, KypeHue, HaJTu4Me ONpeaeICHHBIX TeHEe-
tnaeckux amneneir (HLA DRB1*1501, penerrrop IL-2
u peuenrop 1L-7) [2—4, 6]. YcraHoBineHue quarHosa PC
OCHOBBIBAETCS, TIPEXKIE BCETO, Ha KITMHUYECKUX ITPOSIBIIC-
HUSIX M pe3yJIbTaTaX MarHUTHO-PE30HAHCHOM TOMOrpaduu
(MPT), omHako mJI yTOYHEHUS IMArH03a 4acTo TpeOyeTcst

nposegeHre MPT B nuHamuke. JIOMoOJHUTEIbHbIE UCCTIE-
JIOBaHUsI, TAKME KaK MCCIeI0BaHNIE IIepeOPOCTTMHATLHOM
KUIKOCTH, ayTOMMMYHHOE M TeHETUIECKOE TECTUPOBA-
HUE, a UHOTHA U Aaxe OMOIICUs MO3ra, MOTYT IOTpebo-
BaThCs IS ITpOoBeaeHMS T depeHIINaIbHOI TMaTHOCTH -
KU C HOBOOOPa30BaHMSIMU, MHMEKIIUSIMU, CUCTEMHBIMU
PEBMATOJIOTUICCKUMU PACCTPONCTBAMU, N30TMPOBAHHBIM
anruutoMm LITHC, MmutoxoHapuanbHOI 00I€3HBIO U JISHKO-
nucrpodueii 8, 9—15].

B xavectse mpumepa TpymHOCTel nuddepeHun-
anbHOM auarHocTuku Mexay OIDOM un PC npuBomum
COOCTBEHHOE KJIMHMYECKOe HaOJIoJeHue MOIPOCTKa,
noctynusiero B KTMHUKY @I'BY «JleTckuii HaydHO-KIH-
HUYeCKUi HeHTp nHpeKmoHHbIX 6o1e3Hel (JHKIINEB)»
DOMBA Poccum B mae 2017 .

Knusuueckui cnyyaii

IHayuenmra P., 15 aem, naxoounace 6 KAUHUKE
HHKIIUB ¢ mas no uroas 2017 e. U3 anamuesa: panuuii
aHamHe3 He omseoueH, pebeHoOK poc U pa3eueancs no 603-
pacmy, nocewan 8-ii kaacc 06ueodpaz08amenvHoil WKobL,
yuuncs Ha «omauuno». C Hosa6ps 2016 e. desoura yaue cma-
A4 ycmaeamas, nepuooutecky Hcaio8aiach Ha 201068HYH0 6016,
cmana 60nee 3aMKHYmOIl; K 8pauy He 00pauyaiics, c8s13oi-
6451 0aHHbie K4canodbi ¢ 60AbUUMYU WKOABHBIMU HACDY3KAMU.
09.02.2017 énepabie noicanosaracs Ha oHemenue noA0BUHbL
auya. B meuenue nocaedyrowux 2 onetl ycanosanacs Ha 20-
JN0BOKPYJICEHUE, BbIPANCEHHYIO CAAOOCTb,; NOSIGUAUCH PeUegble
Hapyuwenus (HegHamHuo 2osopuna). Obcredosana 6 pexcume
OHesHo20 cmayuoHapa no mecmy sxcumenscmea: 17.02.2017
(9-ii denv om nauana 3a60ne6anus) npogedena KOMHbIO-
mepHas momoepagusi (KT) 201061020 mMo3ea — namonoeuu
He gbiasaeHo. Cocmosinue pacyenerHo KaK yHKYUOHANbHOe
Hegpomuueckoe paccmpoiicmeo, u ¢ 0aHHbIM OUACHO30M
desouka evinucana uz cmayuonapa. Ilo unuyuamuee po-
dumeneil 8 meueHue Hedeau NPOXOOUA AeveHue Y ncuxome-
panesema — 6e3 s¢pgpekma. B dunamuxe: no keapmupe ne-
pedeueanacs moavko ¢ n000epICKOil, YCy2yonsInuch peyegole
Hapyuienus, Hcanioeanacs Ha yxyouienue 3peHusl.

03.03.2017 (22-ii denv): Hapacmanue caabocmu, MHO20-
KpamHas peoma Ha ooHe HOpMAanbHOI memnepamypol. B me-
YeHue 5 cym ambyaamopHo noay4ara CUMRmMoMamuyeckoe
Aeuenue (IHmepoceens, cmekma). B ounamuxe nepecmana
CamocmosmensHo nepeagueamscsl.

09.03.2017 (28-ii denv): ¢ 8§ ympa pe3kas caabocmes,
peoma dceauvto, HapyuleHue CO3HAHUS 00 YPOBHS CONOpA.
Tocnumanusuposana ¢ duaeHo3om «ompasaeHue, 0Cmpolil
acusom (2)». Ilpu nocmynaenuu 6 comamu4eckom cmamyce
be3 ocobennocmeii. Co3Hanue cOMHONEHMHOe, 8He 0CMOMPA
AEACUM € 3AKPbIMbIMU 2AA3aMU, Pe3KO CHUICEHA CNOHMAH-
Has 0sueamenbHas aKMUBHOCMb; PeaKyus Ha 00PAUEeHHYI0
peub — OmKpbvleaem 2aasa, caedum 3a npeomemom, 00HO-
CAOJCHO MUX0 omeeydem HA 80NPOCHL, 8 NPOCMPAHCMEE
U 8peMeHlU He OpUueHmupyemcsi, UHCMPYKYUU GblNOAHS -
em nocie NoBMOPHbIX 00paueHuil, Obicmpo UCMOuaemcs.
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Ta6muna 1. Peszyssmamor napaxaunuueckozo oocaedosanus nayuenmiu P., 15 1em

Table 1. Results of paraclinical testing of patient R., 15y. o.

Examination

Toxcukonornueckoe HMCCIECI0BAHUEC
Toxicological examination

KiuHuyeckuii 1 GMoXxuMryeckuii aHaiu3 Kposu, D-aumep,
JIMNUAAOTpaMMa
Complete blood count, liver function tests, D-dimer, lipid profile

HccnenoBanue 1epeOpoCMHaIbHON XUIKOCTU
Cerebrospinal fluid analysis

HccnenoBaHre KpoBH M LIEpEOPOCITMHATBLHOM XKUIKOCTH
METOJOM IOJMMEPA3HOM LIEMTHOM peaKkluu

Examination of blood and cerebrospinal fluid using polymerase chain
reaction

HMMMyHOMEpMEHTHBIN aHAJIN3 KPOBU
Serological testing using enzyme-linked immunosorbent assay

AHanmu3 KpoBY Ha CU(DUINC, BUPYC UMMYHOIE(HUIINTA YETOBE-

Ka, rermaTuTt
Blood tests for syphilis, human immunodeficiency virus, hepatitis

AHau3 KpoBU Ha TPUMOATUPOHUH, TAPOKCUH, TUPEOTPOITHBIM
TOPMOH, aHTUTEJ A K TUPEOUTHON NEPOKCUIA3E, KOPTU3OJ
Assessment of serum levels of triiodothyronine, thyroxine, thyroid
stimulating hormone, anti-thyroid peroxidase antibodies, cortisol

Result

HapkoTunyeckue BeliecTBa, ICUXOTPOITHBIE CPEICTBA, CUHTE-
TUYECKHe KAaHHAOMOUIBI — OTPUIIATEIHHO

No recreational drugs, psychotropic drugs, or synthetic cannabinoids
were detected

Hopma
Within the normal limits

10.03.2017: muto3 — 0, 6emok — 0,52 r/1, TIIOKo3a —

4,9 MMOJIb/T1;

10.03.2017: cell count — 0, protein — 0.52 g/L, glucose — 4.9 mmol/L;
13.03.2017: o3 — 0; 6emok — 0,49 1/, rioKo3a —

2,58 MMoJb /71

13.03.2017: cell count — 0, protein — 0.49 g/L, glucose — 2.58 mmol/L

DHTEPOBUPYC, BUPYC IIPOCTOrO reprieca, BUPYC repreca
yesoBeka VI Tuma, IIMToMeraJioBUpyc, BUPYC DT -
Ha—bapp, Bupyc KieieBoro sHiedaaura — OTpUIIATeIbHO

No DNA of enterovirus, herpes simplex virus, human herpesvirus 6,
cytomegalovirus, Epstein—Barr virus or tick-borne encephalitis virus was
detected

JlaHHBIX, YKa3bIBAIOIIMX Ha aKTUBAIIMIO BUPYCa MPOCTOTO
repreca, IIMTOMETaJIOBUpPYyca, BUpyca DmiureiiHa—bapp,
HE IMOJIYy4YE€HO. AHTHUTENA K BHUPYCY KIICIIEBOIO 3HH€(1)aJ'II/ITa
1 OOppeNnsiM — OTPULIATETbHO

No evidence of viral activation (including herpes simplex virus,
cytomegalovirus and Epstein—Barr virus) was found. No antibodies
against borrelias and tick-borne encephalitis virus were detected

OTpuULATETBLHO
Negative

Hopma
Within the normal limits

Hccnedosanue uepennolx Hepsoe — b6e3 namonoeuu. Inyooxue
peaexcol cummempuyHble, cpedneli wcugocmu. dyecmeu-
TMeAbHbIX HAPYULEHULL He 8bIS8AEHO, NAABUECHOCOBYI0 NPOOY
svinoansem. Menuneeanvhvle 3Haku ompuyamenvivie. Camo-
cmosamenvHo He cadumcesi, He xooum. Jlanwnvie 06cre0o8anus
npedcmaenenvl 6 maoa. 1.

14.03.2017 (32-ii denv om nauana 3a604e6anus) nayu-
enmke gvinoanena MPT conogroeo mo3ea.

Yemanoenen duaenoz OQIIDOM, nposedenst nyasc-mepa-
nus MemuanpeoOHU30A0HOM, KYpPC 6HYMPUBEHHO20 66€0eHUs.
UMMyHoea00yauHa, 3 ceanca naasmagepesa, mepanus ye-
gonepazonom, eauamusurnom. Hecmomps na npoeooumyr
mepanuio, ¢ 04.04.2017 ommeuensl yeaybaenue HapyuieHus
CO3HAHUS, HAPACAHUE 04A2080U HeBPON0UMECKOl CUMN-
momamuku. Co3HaHUe COMHOAEHMHOe, NAUUEHMKA UH-
CIMPYKYUU He 8bINOAHAEM, NEPUOOUYECKU HA 2040C OMKDbl-
saem 2nasa, eepdarvHas npodyKyus omcymemeyem. Bzenso

He ukcupyem, 08yXCMOPOHHUU MUOpuas, pomopeaxuyus
esnasa. Pacxodaweecs kocoenasue, Hucmaem eepmuxans-
Hblll, 20DUBOHMANbHBLI C POMAMOPHBIM KOMHOHEHMOM. Boi-
pasceHHbLil nced00yAbOAPHbLI CUHOPOM, NAUUEHMKA HAXO-
Ounace Ha 30H0060M NUMAHUU, MbIUEUHDI MOHYC U3MEHEH
no saxcmpanupamudrnomy muny. Iloaoxcumenvuoie pegaexcol
0panvHo2o agmomamusma. Pesko oxcueaenvt cyxoxncunvHoie
pedhnexcol, bprouinble pegpaexcor omcymcemeyrom. MPT 6 ou-
Hamuke evinoanena 04.04.2017 (puc. 2, maba. 2).
Tayuenmia, npoxcusarouas 6 0arbHe80CMOUHOM pe-
2uoHe, Koncyabmuposaua 3aouno. Anasuz MPT nokasan,
umo 6 cpasHeHuu ¢ daHHbiMu uccaedoganus om 14.03.2017
UMeem Mecmo Ompuyamenvras OUHAMUKA: NOS6AEHUe HOBbIX
04a208, ygeauueHue nepuphoKaIbHo20 omeKa 0Koa0 04a208,
YyeeauueHue HaKonAeHUs KOHMPACMHO20 8eUleCmed 8 04azax
(HapyuweHue eemamosnyeparuteckoeo dbapvepa) (maba. 2).
Cocmosnue pacuyeHeHo Kak Hedughgepenyuposanuoe
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Puc. 1. [layuenmra P., 15 1em. Pe3yasmamol maeHumno-pe3oHancHoil momoepaguu 201081020 mosea (14.03.2017): 6 npagoii u aesoii eemucghepax cyoxop-
MUKANBHO 6 21YO0KUX 0MOeAax A00HOU, MEMEHHOI, 8UCOYHOU 00AU, 0O0UX NOAYWAPUSX MO3JHCEUKA, NPO00A208AMOM MO32e, 1e60il NOA0BUHE MOCIA, 1€60i
HOJCKe MO32a, BEHMPONAMEPANbHBIX A0PAX MANAMYCA, NAPABCHMPUKYASPHOU 30HE 8U3YANUZUPYIOMCSL MHOJICECMEEHHbIE PA3HOKANUOEPHbIe 04a2u OUAMEempPoM
om 0,500 1,8 cm (a, 6), ommeuaemces HakonieHue KOHMPACMHO20 Belyecmea 0OMOeabHbIMU YHACMKAMU 04a208 (8)

Fig. 1. Patient R., 15y. 0. Magnetic resonance image of the brain (14.03.2017): multiple foci with a diameter between 0.5 and 1.8 cm (a, 6) and accumulation
of contrast medium in some of them (8) are detected in subcortical layers of both hemispheres (in frontal, parietal, and temporal lobes), both hemispheres of the
cerebellum, medulla oblongata, left side of the pons, left cerebral peduncle, ventrolateral nuclei of the thalamus and paraventricular area

Puc. 2. [Tayuenmxa P., 15 a1em. Pe3yavmamot MaeHumHo-pe3oHancHol momMozpaghuu 2010681020 U weliHo20 0moenos cnuinoeo mo3zea (04.04.2017): 6 6eaom
seuyecmee N00HBIX, MEMEHHbIX, UCOUHBIX 00ell, 8 €60l HOJCKe CPeOHe20 M032a, 1e6blX OMOeNax MOCMA, BePXHUX U CPEOHUX HONCKAX MOcma, npodoa2oea-
mom Mo3ee, 6anuKe MO30AUCMO20 meAad, 0beux eemucepax mMo3xiceuka U3yaNu3UPyIOmcs MHONCECBEHHble NOAUMOPHbIE CAUBHO20 XapaKmepa o4azu
namonoeuveckoeo MP-cuenanra. Hemnoeouucnennsie ouazu 6 100Hoi, memerHOU 005X 1€60l cemuchepsl, 3aMbLAIOUHbIX A0ASAX C YMEPEHHO BbIPANCEHHBIM
macc-3¢ppexmom 3a cuem nepughokanvroeo omeka. Ouae demueaunusayuu Ha yposie C4—5. Kapmuna coomeemcmeayem ocmpomy Ouccemunupo8aHHoMy
oHyegharomueaumy

Fig. 2. Patient R., 15y. 0. Magnetic resonance image (MRI) of the brain and cervical spinal cord (04.04.2017): multiple polymorphic confluent pathological
foci are detected in the white matter of the frontal, parietal, and temporal lobes, left cerebral peduncle, left side of the pons, superior and middle cerebellar
peduncles, medulla oblongata, splenium and both hemispheres of the cerebellum. Several foci with moderate mass effect due to perifocal edema are observed
in the frontal and parietal lobes of the left hemisphere, and both occipital lobes. A demyelination focus is detected at the level of C4—5. MRI findings coincide
with those typical of acute disseminated encephalomyelitis

demuenunusupyroujee 3aboneeanue IIHC, ocmputil ducce-
MUHUPOBAHHYLI SHYeparomuesum nod 6onpocom. Janwvl pe-
KoMeHOauuu npoooadicums npomueosupycHyr (peagepoH,
NAHABUD), HOOMPONHYIO U HelpOMemabOAU4ecKyio mepanuio.
Pekomendosan nepecod ¢ IHKIIUP.

IIpu danvuetiuem HabaoOeHuU Ha ghoxe NPOBOOUMOLL me-
panuu cocmosHue NayueHmKu cmabuau3uposanoch, 00HaKo
ocmaganoce maxceavim. Cocmosinue na 24.04.2017 pacyenu-
8a/10Cb KAK 6e2emamueHoe; NAyUeHmKxa UHCIMpYKUUU He bl-
noausiem, pedko omKpbieaem 21a3a, Ha OCMomp, o6pauleH-
HYI0 peud u boaesble pazopadicumenu He peazupyem. 3pauxu
pasHvle, homopeaxyus ésaras. Pacxodsweecs kocoenrasue,

HUCAeM 8ePMUKANbHYLLL, 20PU30HMAABHDLI C POMAMOPHBIM
KOMNOHEHMOM, HACMU4HAS AMPOQUsl 3pUmMenbHbIX Hepeos.
Buipasicennotii nceedobyabbapHbiii CUHOPOM, NAYUEHMKA
Haxooumcs Ha 30H0060M numanuu. Muvlueunvlii moxyc u3-
MEeHeH nO CMeWaHHoMy muny ¢ npeobaadaruem NUpamuoHot
cumnmomamuiu. Iloroxcumenvhvle peghrexcol 0parbHo20
aemomamusma. Pe3zxo oxcueaenvt cyxoxcunvHvle peghaex-
col, OprowHbvle peghaeicol omcymcemeyiom. CROHMAHHbLU
cumnmom babunckoeo. ynKyuu masovix opeanos He Ha-
PYyuieHbL.

Koumponsnas MPT 201081020 u cnurHHO20 M032a 8610~
nena 21.04.2017 (puc. 3).
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Taomna 2. Junamurka 0aHHbIX MASHUMHO-DE30HAHCHOU momoepapuu navuenmru P., 15 1em
Table 2. Dynamics of pathological changes detected by magnetic resonance imaging in patient R., 15y. o.

Examination dated 14.03.2017 Examination dated 04.04.2017

Region of the brain

bazanbHbie siipa 1
Basal nuclei

Temennast posst
Parietal lobe

3aTrblI04HasT JOJISI 1
Occipital lobe

Bucounas momnst 3
Temporal lobe

1 (koneHo), 1 (Teno),

Foci at the right side Foci at the left side Foci at the right side Foci at the left side

JloGHast nos 2
Frontal lobe

5 6
2 2
3 2
2 1
4 4

1 (koseHo), 1 (Teno),

Mo3onucroe Teno 1 (1MIIsn) 1 (urumIen) 2 (IIMIIIBL) 2 (IIATIIIBL)

Corpus callosum 1 (genu), 1 (corpus), 1 (forceps) 1 (genu), 1 (corpus), 2 (forceps)
1 (forceps) 2 (forceps)

Cpeanuii MO3r _ _ 2

Midbrain

Mocrt

Pons - 1 2

Mo3zxeuok

Cerebellum 2 2 2

ITpononaroBatblit MO3T 1 2

Medulla oblongata

CIMHHOM MO3T

Spinal cord Was not examined

WccnenoBanue

C KOHTpaCTUpOBaHUEM
Contrast-enhanced
examination

O06cenoBaHKe HE TIPOBOIUIN

HaxkoruieHue KOHTpacTHOTO BelllecTBa (parMeH-
TapHoOe, c1a00e, EIMHUYHBIMU OYaraMmu
Single foci of contrast agent accumulation

QOuar B cIMHHOM Mo3re Ha ypoBHe C4—5 cripaBa
(pa3aMepoM OKOJIO 5 MM); ouar Ha ypoBHe Th10,
BBITSIHYTBIH, pa3MEePOM OKOJIO 27 X 5 MM
A 5 mm size focus in the spinal cord at the level of C4—5
at the right side; a 27 x 5 mm elongated focus at the level
of Th10

KoHTtpacTHOe BeliecTBO HaKaIlJIMBalOT BCe
OoYyarv, VHTEHCUBHO Y TOMOTE€HHO B LIEHTpE
U Ha niepudepun
Contrast agent is intensively accumulated by all foci;
homogeneous accumulation in the center and periphery

ITlayuenmra 04.05.2017 nepesedena ¢ IHKIIUB c du-
aernozom QIIM. Ilpu nocmynaeHuu cocmosuue KpaiiHe ms-
Jcenoe, gecemamueroe, NAYUeHmKa KOHMaKmy He 00OCMYnHa,
8bIPAJICEHHDLIL NCeBA00YNbOAPHYILL CUHOPOM, CRACMUYEeCKULL me-
mpanapes. [Ipogedeno komniaexcroe rabopamoproe (maoa. 3),
Hetipogusuonoeuueckoe u MPT-o6caedosanue. Ha snexmposn-
yeghanoepamme OOMUHUPYem NOAUPUMMULECKAS AKIMUBHOCTb
C BbIPANCCHHBIM CHUMCEHUEM OUOINEKMPUHECKOU AKMUBHOCU
20/108H020 M032d; 04A208bIX USMEHEHULl U MUNUMHOU INUlen-
mughopmuoil akmuerocmu He evisenero. llpu uccaredosanuu
COMAMOCEHCOPHBIX BbI36AHHBIX NOMEHUUAN08 PeUCPUDY-
omcest KopKosble NUKU NosbludeHHoU amnaumyost (20 mkB

npu Hopme 6 MK B), Heckoabko 3amednenHol 1amenmHoCU,
2py00eo HapyuieHUst NPOBeOeHUsl O COMAMOCEHCOPHbIM HYIIAM
He 3apeeucmpuposaro. Ilpu uccredosanuu aKycmu4ecKux
CTNB0A0BBIX 8bI36AHHBIX NOMEHUUAN08 PECUCIPUDYIOMCS Hem -
Kue omeemyl CMe0a06020 YPOBHSL ¢ 08YX CMOPOH, HECKOAbKO
Yyonunen unmepean 1—V cnpaesa (4, 7 mc npu nopme 4 mc); epy-
0020 HapywieHus NPOBeOeHUsL N0 CMBOA0BBIM CAYXOBbIM HYMAM
He 3apecucmpuposaHo. DaeKkmponeipomuoepaguueckux 0am-
HbIX, YKA3bIBAIOWUX HA BbIPAICEHHOE HapYUeHUe NPO6eOeHUs.
710 MOMOPHBIM U CEHCOPHBIM B0A0OKHAM NEPUPDEPUHECKUX HEPBO8
BEPXHUX U HUMNICHUX KOHEUHOCMell ¢ 08YX CIOPOH, HA MOMeHm
UCCAe008aHUSL He BbIABACHO.

(o)}
Q

HabOnwpeHnus

memmsss K OUHUYEeCKUE®



68

wssis' IETCKOM
HEBPOAOT UM

Puc. 3. Hayuenmxa P., 15 asem. Pe3yrvmamvr MaeHuUmMHO-pe30HAHCHOU momozpaguu 201061020 (a) u weiinoeo (6) omoeno CHUHHO20 M0O32a
(21.04.2017): mnoxucecmeennvie ouaeu demueaunuzayuu pazmepom om 0,6 0o 2,2 cm, nocie gedeHuss KOHMPACMHO20 6eu,ecmed HeKomopble ovasu
Hakanausarom eeo. JJunamura é cpagrnenuu ¢ OanHbiMu uccaedoganus om 04.04.2017: peepecc vipasxceHHOCMU HAKONACHUS KOHMPACIHO20 8eujecin-
6a 6 6ude coxpaneHus eco Gukcayuu no nepughepuu MeHvulel Hacmu 04a208, yMeHbuUleHUe 0OMeKa M0320601 MKAHU 0KOA0 8CeX 04a208, Nos6AeHUe
H08020 04a2a pazmepom 0Koa0 8 MM CYOKOPMUKAALHO HA YPOBHe NOCMUEeHMPANbHOU U38UAUHbI CNPABA, YEeAUteHUe 04a208 8 NoAKCe NPagoil N0OHOI
u sucounoll doaei

Fig. 3. Patient R., 15y. 0. Magnetic resonance image (MRI) of the brain (a) and cervical (6) spinal cord (21.04.2017): multiple demyelination foci of 0.6
to 2.2 cm can be observed; some foci accumulate contrast agent. Compared to MRI dated 04.04.2017, there is a decreased accumulation of contrast medium
(it is primarily at the periphery and detected in fewer foci), reduced edema of the brain tissue near all foci, emergence of a new subcortical § mm lesion
at the level of the postcentral gyrus (right side), and enlargement of the foci located at the poles of the right frontal and temporal lobes

Tadauna 3. Jlabopamoproe obcredosanue nayuenmxu P., 15 1em
Table 3. Results of laboratory testing of patient R., 15y. o.

Examination

Knandeckuit aHamM3 KpoBU, MOYW; OMOXUMWYECKUI aHATHN3,

JIMIIUAI0TpaMMa, KoaryJiorpamma Hopma

Complete blood count, liver function tests, clinical urine tests, lipid Within the normal limits
profile, coagulation tests

WccnenoBanue 1epedpocnuHanibHouM kuakoct (05.05.2017) wro3 — 5/3, 6enok — 0,7 v/
Cerebrospinal fluid analysis (05.05.2017) Cell count — 5/3, protein — 0.7 g/L

OTHOJIOTMYECKOE UCCIIEJOBAHNE KPOBU U LIEPEOPOCTTMHAIBHON
XKUAKOCTU METONAMMU ITOJIMMEPA3HOM LIETTHOW peaKIinu,
MMMYHOGhEPMEHTHOTO aHallM3a, UMMYHOLIUTOXUMUU (Tepriec-

BUPYCBI, SHTEPOBUPYCHI, GOPPENIHU, BUPYC KJIEIEBOIO JlaHHBIX, YKa3bIBAIOLIMX HA MH(EKIMOHHYIO IIPUPOALY 3a00J1e-
SHIIe(aNINTa, TOKCOILIa3MbI) BaHMsI, He TI0JTy4eHO
Detection of a probable etiological agent (herpesviruses, enteroviruses, No evidence of infection was found

borrelias, tick-borne encephalitis virus and toxoplasms) in blood and
cerebrospinal fluid using polymerase chain reaction, enzyme-linked
immunosorbent assay and immunocytochemical testing

Antutena K NMDA-pelentopaM riryramaTa <1:10 (aHTUTET HE OOHAPYKEHO)
Detection of anti-NMDA-glutamate receptors antibodies <1:10 (no antibodies detected)
AHTHTENa K aKBAaIOPUHY-4 (MCKJIIOYEHHE ONITUKOMUETNTA

[eBrika) <1:10 (aHTUTENT HE OOHAPYXKEHO)
Detection of anti-aquaporin-4 antibodies (to exclude neuromyelitis <1:10 (no antibodies detected)
optica)

Or[pez[eneH MaTOJIOTUYECKU M TUIT CUHTE3a IgG: OJIMTOKJIO-

BrisiBIIeHME OTMTOKIIOHAIBHOTO MMMYHOTJIOOY TMHA IgG HanbHbI IgG (OCB™) B LepebpocnMHaIbLHON KUAKOCTH
B LIEpEOPOCTIMHATBLHOM XXUIKOCTUA U CHIBOPOTKE KPOBU ¥ momkyIoHanbHEIH [gG B ceiBopoTke KpoBu (11 Tum cuHTe3a)
Detection of oligoclonal IgG in serum and cerebrospinal fluid Oligoclonal IgG bands were detected in cerebrospinal fluid; polyclonal

IgG was detected in serum (type I synthesis)
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Examination

KomrmnekcHoe o6ciienoBaHe Ha TIpeIMeT CUCTEMHBIX BaCKY-
JINTOB (QaHTUTENA K 9HAOTEINATbHBIM KJI€TKaM, aHTUHEUTPO-
bwIbHBIE IUTOTUTA3MATYECKIEe aHTUTENa, AHTUHYKJIeapHBII
dakTop, antutena Kk Clq ¢akTopy KOMIUIEMEHTa), aHTU(OC-
GhoIUnuaHOro CMHAPOMa (TOMOIIMCTEVH)

Diagnostics of systemic vasculitis (detection of antibodies against
endothelial cells, anti-neutrophil cytoplasmic antibodies, antinuclear
antibodies, and anti-C1q antibodies) and antiphospholipid syndrome
(measurement of homocysteine level)

Buramun D, 25-ruapokcukanbiadepos
Vitamin D, 25-hydroxycalciferol

4

Okonuanue mabauuybt 3
End of the table 3

OtpuuareabHO
Negative

15,69 ur/mn (Hopma — 30—70 Hr/m)
15.69 ng/mL (normal range: 30—70 ng/mL)

C momenma nocmynaenus ¢ JHKIIUB nayuenmka
noay4ana npomugosupycHyr (gameup, 3amem pubagu-
DUH), HOOMPONHYIO U HelipoMemaboau4eckyro (nupayeman,
yumognasun, mudoxkaim, genudym, eumamunst D, A, F,
sumamunsl epynnol B) mepanuro, neuebnyio gpuzkysomypy,
maccaxc. Ha smom porne ommeuena nosoxcumensras ouxa-
MUKa 6 8ude 80CCIMAHOBACHUS COZHAHUS, eNOMAHUS, peyll,
yayuulenus osueamenvroli akmugHocmu. Ilayuenmka Ha-
4ana camocmosmensHo nepesopavuéamscs 8 Nocmenu, cu-
demb ¢ 0NOPOIl, ecMb CamocmosImensHo (AKMUBHO NOAb3YACH
aeeotl pyxoit). Coxpansauce HapyueHus 3peHust, duzapmpus,
cnacmutecKkuil mempanapes, 601ee 8blpaANCeHHbLIL 8 NPABHIX
KOHeHHOCMSAX.

Iloemopnas MPT eon06H020 u cnunHo20 M032a 6bINOA-
Hena 05.06.2017 (puc. 4).

IIpu nposedenuu dupgy3uonHo-meH30pHOU Mpakmoepa-
@uu onpedensiemcs cHudiCceHUe PPAKYUOHHOU AHUZOMPONUU
8 KpynHuix o4aeax 6 1,5 paza no cpasHeHuro ¢ HeusMeHeH-
Hoti mikansio. CHUMCeHUe 3Ha4eHus QpaKyuoHHoU aHU30-
mponuu ceudemenscmeyem 00 yMeHbUleHUU NAOMHOCIU

HanpasneHHbIX 8 00HOM HANPABAEHUU NPOMOHO8 (IHCUOKOC-
mi), Ymo Modicem COOMEemcme08ams KaKk ampoguuecKum
U3BMEHEHUAM, MAK U 8 4acmu 04a208 — OMeYHOMY NPOUeccy.
IIpu nocmpoenuu 3D-mpakmoepamm decmpykyuu KOpmMUKo-
CHUHAAbHBIX MPAKMOE U MO30AUCMO020 MeAd He Gbl81eHO
(puc. 5).

Ha ocnosanuu ananusa écex nposedennvix MPT-uccae-
006aHUll @ OUHAMUKE MOJNCHO cOeaams 8bl800 0 3HAYUMENb-
HOM Y8eauteHuU Yucaa u pasmepos 04azo8 8 20106HOM M032€
6 nepuod c mapma no anpens 2017 2., a makce o nosearenuu
€0UHUYHbIX HeDOAbIUUX CYOKOPMUKAABbHbIX 04a208 3a Nepuod
c anpens no utons 2017 2. Coxpansemcs HapyuieHue 2emamo-
IHUeparuveckozo bapvepa, o yem ceuUdemenbCmeyom 6on-
HoobOpa3sHoe (no épemMeHU U UHMEHCUBHOCMU) HAKONAeHUE
KOHMPACMHO20 8eu,ecmed 6 04azax, yeeauveHue UHmeHcus-
HOCMU 0meKa M032080L MKAHU 80Kpye ouazo8. M P-kapmuna
MHO02004A208020 NOPAICEHUS 20108H020 M032a Hecneyuguy-
Ha, UMEIOMCs pasau4Hble No CMeneHu GblpadceHHOCmU U3-
MeHeHUll U no xapakmepy mpancgopmayuu ouazu (om ca0-
UCMO20 KUCMO3HO-HEKPOMU1eCcKo20 npoyecca 0o y4acmkos

Puc. 4. Ilayuenmka P., 15 aem. Pe3yabmamol MaeHUMHO-PE30HAHCHOU MOMO2paghuu 2040681020 (a) u uieiinozo (6) omoenoé cnurroeo mosea (05.006.2017):
npu uccaedo8anul 8 OUHAMUKE N0 CPABHEHUI0 ¢ OaHHbIMU uccaedogarus om 21.04.2017 coxpansemcest MHO2004G2080e NOPAdCeHUe UeHMPAAbHOU HePEHOI
cUCmeMbl; 4acmp 04a208 HAKANAUBAIOM KOHMPACMHOE 8euecmeo, ouazu npuodpeu 6oaee omuemaugyro 0Kpyaayro gopmy

Fig. 4. Patient R., 15y. 0. Magnetic resonance image of the brain (a) and cervical (6) spinal cord (05.06.2017): multifocal lesions of the central nervous system
are still detected; lesions acquired more distinct rounded shape, some of them accumulate contrast agent
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Puc. 5. layuenmka P., 15 aem. Pe3ysvmamor dughghy3uonno-men3opHoi mpakmoepaguu eonoenoeo mosea (05.06.2017): onpedensemces chudicenue gpak-
YUOHHOU AQHU30MPONUU 8 KPYRHbIX 04azax é 1,5 paza no cpasHeHuro ¢ HeusMeHeHHOU MKAHbI0; 0eCMPYKUUs KOPMUKO-CAUHANbHBIX MPAKMOE, MO30AUCHO20

mena He eblieneHa

Fig. 5. Patient R., 15y. o. Diffusion-tensor tractography image of the brain (05.06.2017): a 1.5-fold decrease of fractional anisotropy is detected in large foci
(compared to intact tissues), no destruction of cortico-spinal tracts or corpus callosum is observed

Ta6muua 4. Jugpgepenyuanvhbiii duaznos demueaunuzupyioujeeo 3a001e6aHuUs UeHMPAIbHOU HepeHoll cucmembl nayuenmiu P., 15 1em

Table 4. Differential diagnosis of demyelinating disorder of the central nervous system in patient R., 15y. o.

3a0o.ieBaHne

OcTpblii AMCCEMUHUPO-
BaHHBIN SHIIEDaTOMUE-
JINT

Acute disseminated
encephalomyelitis

OnTtukoMuenut [leBuka
Neuromyelitis optica
(Devic’s disease)

bonesns Mapbypra
Marburg’s disease

bonesns bano
Balo’s disease

[e1bMUHTO3 LIEHTpaTb-
HOI HEPBHOI CUCTEMBI
Central nervous system
helminthiasis

JlaHHbIe B MOJIb3Y AUATHO3A

OHuedanonarust; 1ucQy3HbIe IJIOX0 pa3rpaHu-
YECHHBIC O4Yaru nNpeuMylicCTBEHHO B oeyioM
BCIIIECTBE I'OJIOBHOI'O MO3Tra

Encephalopathy; diffuse poorly demarcated lesions
located primarily in the white matter of the brain

Hanuuue 3puTebHbIX HApYIIEHU U MTaTOJOT U -
YECKOro oyara B CHMUHHOM MO3re

Visual impairments and presence of pathological focus in
the spinal cord

TTopaxkeHue cTBOIa MO3ra C BEIpaXKEHHBIMUA
JIBUTaTeJIbHBIMU PACCTPOMCTBAMU, OYIH0APHBIM
CUHAPOMOM, TJ1a30[ABUraTeJIbHBIMU HAPYILLIEHUAMMU,
IUIUTEJILHOCTh OT HECKOJIBKUX HEJIEJIb 10 HECKOJIb-
KHUX MECALIEB; HApYILIEHUE CO3HAHUS BIUIOTh

JI0 KOMbI; 0YaroBble U3MEHEHUSI OOJILIIIOrO
pa3mepa, JJOKaIU3yIoII1ecs: B 0eJIOM BEIIECTBE,

Ha TOMOrpaMMe

Brainstem lesions with pronounced motor disorders, bulbar
syndrome, and oculomotor disorders; duration: from several
weeks to several months; impaired consciousness, including
coma; large focal lesions in the white matter

OO6uIMpHOE MopaxeHue 6eJI0ro BelllecTBa
TOJIOBHOTO MO3Ta
Extensive white matter damage

CxoxXue U3MEHEHUS] Ha TOMOTpaMMe; TICUXUIeC-
KMe HapylleHus B 1e0l0Te

Similar changes on a tomography scan; mental disorders
at onset

JlaHHble, MPOTHBOpEYALIIHE TUATHO3Y

TTonocTpoe Hayaio; MPOrpeccupyoliee TeUeHUe;
OTCYTCTBUE MOJOXUTEITbHOW TMHAMUKYA B OTBET

Ha MPOBOAMMYIO TEPArUio B Iepro MaHUdecTalu
Subacute onset, disease progression, no positive dynamics in
response to therapy

I[ByXCTOpOHHI/Ie 3PUTECIIBHBIC HAPYIICHUS; oUar
B CIIMHHOM MO3re MeHee 3 CETMECHTOB; OTCYTCT-
BHE ayTOAHTUTEIT K aKBallOpUHY-4

Bilateral visual impairment; a lesion in the spinal cord
(less than 3 segments); no anti-aquaporin-4 antibodies

3aboJieBaHUE 3aKaHYMBAETCS JIETAbHO B T€UCHUE
HECKOJBbKHX MECSILIEB MPU OTCYTCTBUU CIIeLUpU -
YECKOW Teparnuu

Without specific therapy, the patient dies within

a few months

Bo3spacr ne6iota — game mocie 20 JieT; ocTpoe
Hayajo; TUIIMYHOE U3MEHEHHUE HA TOMOrpaMMe —
oyar 1€éMUCJIIMHU3a1u, Opr)KeHHI)IfI KOHLEHT-
PUYECKUMU KOJIbLIAMU

Disease onset is usually acute and occurs after the age

of 20; typical changes on MRI scan: demyelination focus
surrounded by concentric rings

OtcyTcTBUE Ta00PaTOPHBIX N3MEHEHU (303UHO-
GuaMK) B aHaIM3aX KPOBU; BHISIBIIEHUE OJIUTO-
KJIOHaJIbHbBIX aHTUTEJI B HeperOCHI/IHaJII)HOfl
JKUIKOCTH, CBALETEILCTBYIOIINX O HATTMIUU
JIEMHUETMHU3UPYIOIIETO 3a001eBaHUS LIEHTPab-
HOW HEpPBHOM CUCTEMBI

No changes in laboratory blood parameters
(eosinophilia); detection of oligoclonal antibodies

in cerebrospinal fluid, which suggests demyelinating
disorder of the central nervous system
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Disease

Ha ToMorpamMmmMe KapTHa MHOTOOYaroBoro
TMOPAXEHUS LEHTPAIbHOW HEPBHOU CUCTEMBI,
HaJIMYME QUCCEMUHALINY B TPOCTPAHCTBE

W BPEMEHU IIPY BBIMTOJIHEHUU MarHUTHO-PE30-
HaHcHoM ToMorpacduu; I Tun cuHTe3a oauro-
KJIOHAJIbHOTO MMMYHOITo0ynHa IgG B 11epedpo-
CIIMHAJIbHOM XXUAKOCTU U CHIBOPOTKE KPOBU
Multifocal lesions in the central nervous system,
disseminated in space and time by magnetic resonance
imaging; oligoclonal IgG bands in cerebrospinal fluid

PaccestHHbI# ckitepo3
Multiple sclerosis

and serum (type II synthesis)

Evidence supporting the diagnosis

4

Oxkonuanue mabauywt 4
End of the table 4

Contradictory evidence

WM3MeHeHus Ha TOMOrpaMMe HE COOTBETCTBYIOT
TUITMYHBIM U3MEHEHUSIM TIPUA PACCESHHOM
CKJIepo3e B 1e0IoTe 3a001eBaHMS; IIOAOCTPOE
HayaJio; MPOrpecCUpyrolliee TEYEHUE; OTCYTCTBUE
TMOJIOXUTEIbHON TUHAMUKY B OTBET HA MPOBOA-
MYyIO T€paIuio B epruoa MaHudecTaum

Findings of magnetic resonance imaging do not coincide
with those typical of multiple sclerosis at disease onset;
subacute onset, disease progression; no positive dynamics
in response to therapy

Puc. 6. /Jecenepamusnvie usmenerus acmpoyumog (2AuanbHulii puOPpUANAPHbIIL KUCAbII NPOMEUH U ACMPOUUMbL 8 PA3HbIX Omdeaax o4aea)
Fig. 6. Degenerative changes in astrocytes (glial fibrillary acidic protein and astrocytes in different areas of the focus)

Puc. 7. loaumopproxnemounsie sackyaumot (maxpoghaeu, T- u B-aumgpoyumeor yKazanvl CUHUMU CMPeAKami)
Fig. 7. Vasculitis with polymorphocellular infiltration (macrophages, T- and B-lymphocytes are indicated by blue arrows)

yumomokcu4eckoeo omexa). Beposamuee éceeo, umeem me-
cmo nepexod QA9M ¢ PC.

Ilposeden dugpgpepenyuanvholii duazHos ¢ 0OWUPHOIL
epynnoii demueaunusupyroujux 3abonsesanuii LIHC (maba. 4).

Yuumuieas caoxncnocms dugpghepenyuanvroii duaeno-
CMUKU U HemUnu4Hbull XapaKkmep me4eHus 3a004e6aHus,
04151 YCIMAHO0BAeHUSI OKOHYAMEAbH020 OUACHO3a NAUUEHMEKe
npogedena buoncus 201068100 mosea. Ilo pezyasmamam uc-
credoganus buonmama yCmaHoeAeHbl cOHemanue 0eeeHepa-
TNUBHBIX U3MEHEHULL, 0COOEHHO 1eMEHMO08 ACMPOUUMAPHO20
36eHa eAUU, C GbIPANCEHHBIMU PEAKMMUBHBIMU 2AUANbHBIMU

UBMEHEHUAMU 8 8Ude eUunepmpopuu yacmu acmpoyumos
U pe3xoeo npeobaadanus npoaugpepayuy MUKpo2AuU ¢ 6bi-
PadCEHHOU MAKPOhazanvbHoll peakyueil, Haluue NPUHa-
K08 meKyueco KAemo4Ho-onocpedosanHo20 UMMYHHOO
nospexcoenus u xapakmep namoN02U4ecKoi KAemouHoll
UH@UALMpayuU 6 NOOKopKosbix omdenax (puc. 6, 7). Imu
namonoeuueckue usmeHeHus Hauboaee xapakmephot ons PC.
Ilpu ummyHnocucmoxumuyeckom uccaedosanuu buonmama
JKCHpeccus aHmueeHog supyca npocmoeo eepneca I u Il
munos, yumomeeaiosupyca, eupyca Bapuyeira—3ocmep,
MOKCONAA3MbL He 8blA6AeHA, 0OHAKO Bbi6AeHA HeOOUNbHAS

3
—_
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Puc. 8. Jxcnpeccus anmueenos supyca Snwumeina— bapp 6 sndomenuans-
HbIX KAemKax (3eneHoe oKpaulueanue), HAOyxaHue cOXpaHHbIX S3HOOmenu-
ANbHBIX KAEMOK

Fig. 8. Expression of Epstein— Barr viral antigens in endothelial cells (green
color), swelling of intact endothelial cells

2DAHYAAPHAS IKCAPeCccUsl aHMU2eH08 eupyca Inumeina—
bapp, npeumyuwecmeenHo 8 IHOOMEAUANbHBIX KAEMKAX
U KAeMOYHbIX IN1eMeHmMax Mukpoaauu (puc. §).

Yuumeisasn dannsie anamnesa (nodocmpoe pazeumue 3a-
bonesanus), pezyrbmamol monumopunea MPT, nposodumbix
6 OuHaMuKe (Hanuuiie MHOJICECIMBEHHbIX NAMOA02UMECKUX 04a-
206 6 obeux eemucghepax, paziuuHvle CPOKU NOABACHUS 04A208
U UX GKMUBHOCMU), OaHHbIe UMMYHON0SUMECKUX UCCAe008aHUL
(Hanuuue 01UOKAOHANLHBIX GHMUMEN, BbICOKUI UHMPAMEKanb-
Hblll CUHMe3 UMMYH02100Y1UH08) U Ouoncul, ciedyem coeaams
661600, ymo 3abonesanue, dedromuposasutee ¢ QIIM, mparc-
gopmuposanocs 6 PC. Coenacro kpumepusm McDonald (2010)
U MexucOyHapooHvim Kpumepusm ouaenocmuku PC y demeii
(International Pediatric Multiple Sclerosis Study Group) nauu-
eHmKe YCMAaHo6AeH OUACHO3 «PACCESTHHbII CKAEPO3, PeUUOUBUDY-
rouje-pemummupyroujee meuerue, — 7 6anno6 no uikaie EDSS».

BbiBoAbI

IIpencraBiaeHHbBIN KIMHUYECKUI CTydait MOATBEpXKIa-
eT CIIOXHOCTb AuddepeHIInaNbHON TNarHOCTUKH 3a00-
JIeBaHUI, MAHNU(PECTUPYIOIINX 09arOBEIMU U3MEHEHUSIMU
B IIHC, B ToM 4yncIie U AeMUETMHU3UPYIOIIETO XapaKTepa.
IlepBble CUMOTOMBI IEMUETUHUZUPYIOLIUX 3a00JI€BAHUIA
HHC (mmposiBieHusT aCTeHUM, U3MEHEHUSI SMOIIMOHAb-
HO-TIOBEICHYECKOIO IIaHa) MOTYT BO3HMKATh 3a0JITO
IO MOSIBJIEHUSI OYaroBOU HEBPOJIOTMYECKON CUMIITOMA-
THKW M 9aCTO UTHOPUPYIOTCSA POIUTEIISIMU TALIMEHTOB
1 HEOOIICHUBAIOTCS BpayaMu. BBUIY 4acTOl aTUIIMIHOC-
TH KJIMHUIECKUX TIPOSIBIICHUN TeMUETUHNU3NUPYIOIINX 3a-
ooneBanuii [IHC B mepuon Manudecrammm 3ad01eBaHMs
B nuddepeHINaIbHON TUAarHOCTUKE 0C000€e 3HAYCHHE
MIpUAAeTCs JIy9eBBIM U HEMPODU3MOIOTMIECKIM METOIAM.
OmHako AuarHocTvKa ¢ ucronb3oBanneM MPT, naxke mpo-
BeIcHHAsl B TMHAMUKE 1 B COOTBETCTBUU C IIPOTOKOJIAMU

4

00cJIemoBaHMS, He BCEraa IO3BOJISIET OIPEACIUTh XapaKTep
ITaTOJIOTMYECKOTO ITpoliecca (0 YeM CBUIACTEIbLCTBYET TaH-
HOe HaOJIIOACHNE), XOTS IPU Pa3IMIHBIX OPraHUIeCKUX
nopaxkenusx IITHC umeoT MecTo M COOTBETCTBYIOIINE
pasnuyust Ha Tomorpamme [6, 8, 9]. Takxe OIBIT aBTOPOB
ITOATBEPKAACT, 9TO I DEKTUBHOM TeXHOIOTHeH T depeHIm-
TBHOI TUArHOCTUKM MOXKET OBITh M HEMPO(YHKIIMOHATLHBI
MOHUWTOPYHT C IIPYUMEHEHEM TPAaHCKPAHUAIbHOM MATHATHOM
CTUMYJISILIMH Y BBI3BAHHBIX ITOTCHIIMAJIOB Pa3HBIX MOITAIHOC-
Teit [ 1, 4], a TakKe BCeCTOPOHHEE JTMKBOPOJIOTMYECKOE 00CTIe-
noBanue [6]. TTo MHEHMIO aBTOPOB, 00s13aTeIbHBIM METOIOM
MpY HaIM4YMK opranmdeckoro nopaxkenust LIHC sisstercs Bee-
CTOpOHHEe 00C/IeIOBaHNE Ha aKTyalTbHbIe MH(MEKIINM, B IIEPBYIO
ouepeIb Ha TeprIeCBUAPYCHI, IIOCKOJIBKY X PACIIPOCTPAHEHHOCTD
n yactota ropaxkenust LIHC B ¢BsI31 ¢ TPOITHOCTBIO K HEPBHOIM
crcTeMe 00yCIOBIMBAIOT YACTOTY BPOKJIEHHBIX 1 IIPUOOpeTeH-
HBIX 3a0071eBaHMit y ieteii [2, 3, 10]. DTo monTBepkaaeT U JaH-
HOE KJIMHUYECKOE HAOONCHE: TOJIBKO BBISIBICHHAS 9KC-
Mpeccusl aHTUTEHOB Bupyca DmiurteiiHa—bapp B OnontaTte
TOJIOBHOTO MO3Ta MAIlMeHTKH J0Ka3aJia HECOMHEHHYIO POJIb
XPOHMYECKON reprecBUPYCHOM MHGMEKIMHU (B YaCTHOCTH,
BUpyca DmurteitHa—bapp) B mporpeccupoBaHnI 04aroBOro
nopaxenus LTHC ¢ nocnenyiomeii ero TpaHchopManyei
B PC, uTo runoreTndecku npemnoaraioch padee [2, 6, 8].
NMeHHO TToI0XUTENbHBIN 3(PPEKT OT SMIUPUUECKHU TTPO-
BOJIMMOM TIPOTUBOBUPYCHOM Tepanuu y JaHHOTO pebeHKa
yKa3bIBaJI HA HECOMHEHHOE 3HaYeHHe MH(MEKIIMOHHOIO
¢dakTopa B TPUTTEPHOM pa3BUTUH 3a00JICBaHNUS, HECMOTPSI
Ha OTPHULIATEJIBHBIC PE3Y/IBTaThl STUOJIOTUICCKOM Bepr -
Kauuu. CleayeT OTMETUTD, YTO OMHUM U3 (haKTOPOB, CITO-
COOCTBYIOLLIMX 3TOMY IPOLIECCY, MOXKET ObITh BhIPAKEHHbII
nedunuT BuramMmuHa D, KOTOPBI MMeT MECTO Y JTaHHOTO
pebeHKa, MOCKOJIbKY U3BECTHO, YTO TaKOI MeTabOJIUT BU-
tamuHa D, Kak KaJbLIUTPHUOJI, OKA3bIBAeT 3HAYUTEIHLHOE
WHTHOMpYIOIIee AeCTBIE Ha IIpoIrdepanio 1 aKTuBa-
o B-KireTok u, Kak cencTBre, Ha CEKPELMIo MU aH-
tuten [13], obnagaeT MOIIHBIM UMMYHOJEIIPECCUBHBIM
neiicteueM [10], a Takke peryaupyeT KIIO4YeBhIE 1ieJieBbIe
TeHbI, OTBETCTBEHHEBIE 3a MopdoreHe3 u nrudhepeHIPOB-
Ky kietok [11]. Kpome Toro, Hesb3sl UCKITIOUUTh U TeHEe-
THYECKYIO TIPEAPACIIOIOXEHHOCTD K IIPOIPECCUPYIOLIEMY
pa3BuTHIO atojorndeckoro npouecca B LIHC, o koropoii
YIIOMUHAIOT Psifl aBTOPOB [9].

BBumy Toro 4ro y geTeit MOXeT UMETh MECTO HeCIIe-
IUPUIHOCTD KITMHNISCKUX U HEHMPOBU3YAIM3aIIMOHHBIX
MIPOSIBJICHUI, pe3yJIbTaTOB J1ab0OPaTOPHBIX MCCICIOBA-
HUM, IPU HAJIMYUU opraHudeckoro mopaxenus [HTHC
1 MOMO3pEeHUH Ha IeMUCIMHU3NPYIOIee 3a00IeBaHNe
IIHC HeobxommMo TpoBeeHNe TTIOJTHOTO CIIeKTpa J1abo-
pPaTOPHBIX, (PYHKIIMOHAIBHBIX M HEWMPOBU3YaIU3aIIMOH-
HBIX 00CJIEIOBaHMIA, @ B IMarHOCTMYECKY COMHUTEIBHBIX
CIIyJasix — IIpOBeAcHME OMOTICUM TOJIOBHOTO MO3Ta C MC-
cJIemoBaHMEM OMOIICMITHOTO MaTepHrajia ¢ IIOMOIIBIO IITH-
POKOI ITaHEIN COBPEMEHHBIX MOP(OJIOTUIECKIX U UMMY-
HOMOP(}OJOTMYECKUX METOIOB JIJISI YTOYHEHUS XapaKTepa
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U JereHepaTUBHBIX 3a0oneBanuii LIHC, onpenenutbesa
C OKOHYATeJIbHbIM JUArHO30M U BbIpAa0OTATh TAKTUKY
JajabHENIIEero BeAeHUSI.

U OPUYUH MopaxeHusi. ToJIbKO KOMILUIEKCHOE 00Ceno-
BaHMe TTO3BOJISIET IPOBECTU NMPMKU3HEHHYIO 1 depeH-
LIMAJIBHYIO TUAaTHOCTUKY WH(EKIIMOHHBIX, OITyXOJIEBbIX
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FTHOWHLIE MEHWHIUTbI
¥ OETEW

OnHOI M3 CaMBIX TSKEJIBIX HEMPOMH(MEKLINIA Y JeTeit
SIBJISIIOTCSI THOMHBIE MEHUHTIUTBI, IIOCKOJIbKY IS HUX Xa-
PaKTEPHO MOPaXeHUE He TOJbKO MO3rOBBIX 000JI0YEK,
HO U BellleCTBA TOJIOBHOI'O MO3ra, YTO COIMPOBOXIAET-
Cs1 pa3BUTUEM OTE€Ka C YIpO30ii JUCIOKALMKM TOJIOBHOIO
Mo3Tra, 0COOCHHO Y IeTeil paHHero Bo3pacrta. TeueHue
THOITHOIO MEHMHIUTA BCErJa HelpeacKa3yeMo, U BhICOK
PUCK HeOJAronpusITHOro ucxona. JlaHHoe pyKoBOICTBO
BKJIIOYAET B ce0s1 YHMKAJIbHbIE Pe3yJIbTaThl COOCTBEHHBIX
HCCJIeIOBaHUI aBTOPOB Ha MPOTSKEHUU YeTBEPTU BeKa
U IPEICTaB/ISIeT OTPOMHBIA MHTEPEC IS CIIELIMATUCTOB
Ppa3TUYHOTO MPOhUIs.

B pykoBoacTBe oTpaxkeHbl OCHOBHbIC CBEOECHMS
00 3TUOJIOTUHU U BMUAECMUOJIOTUMM MEHUHTOKOKKOBOM,
TTHEBMOKOKKOBOI ¥ reMOo(pMIIbHOM MH(PEKIINI U THOM-
HBIX MEHUHITUTOB, OMKMCAHbI 0COOSHHOCTU MX KIIMHUYE-
CKUX MPOSIBJICHUI1, IPEACTaBIeHbI KIMHUYECKHE CIIyYaH,
MOATBEPXKAAIOLINE OCOOEHHOCTH T€UEHUSI THOMHBIX Me-
HUHIUTOB B 3aBUCHMMOCTH OT BO3pacTa 60JIbHOIO, 3TH-
OJIOTUHU U TSKECTH 3a00JieBaHUs. 3HAYMMbBIM SIBJISIETCS
OIMCaHUEe XPOHUYECKUX MEHUHIUTOB, IIPUYUH, IIPUBO-
JSIIUX K UX Pa3BUTHUIO, M TAKTUKY BeJAeHUs MallMEHTOB
¢ TUMM 3aboneBaHusIMU. [TogpoOHO MpencTaBIeHbl He-
OTJIOKHbBIE COCTOSIHUSI, OCJIOXHSIIOIIME TeUeHe THOM-
HbIX MEHUHTUTOB, IIATOI€HE3 UX Pa3BUTHSI, 0COOCHHOCTH
KJIMHMYECKUX MIPOSIBJICHUI Y IeTeil, CTpaTeruu JeYeHUst
¥ IUarHOCTUKU. M3710XKeHBI CBEeICHUST O pa3IMYHBIX (hop-
Max OTeKa FOJIOBHOTO MO3ra, MO3TOBOM KOMBI, CUHApOMA

BHYTPUUYEPEITHOM TUIEPTCH3UM, NHPAPKTa TOJOBHOTO
MO3ra, AbIXaTeJIbHBIX HapymeHui. OTpaXXeHbl IIPUINHBI
Pa3BUTHS CYOMypaIbHOTO BBITIOTA, CHHAPOMOB HeaIeKBaT-
HOM CEeKpelIM aHTUINYPETUYECKOTO TOPMOHA Y THCCEMM-
HUPOBAHHOTO BHYTPUCOCYINCTOTO CBEPTHIBAHMUS KPOBH,
Cercuca, CeITUISCKOro II0Ka M COBPpEMEeHHAas TaKTHKa
WX BEICHMS C YISTOM OIMbITa aBTOPOB. IIpencTaBiieHbI
KJIMHMKA BEHTPUKYJINTA, SIIEHANMATHTA, a0Cliecca rojioB-
HOTO MO3Tra, OKKJIIO3MOHHOM THApOIie(aTnyd 1 IMOIXOIBI
K IMarHOCTHKE Y BeICHUIO ITOJIMHEBPOIIATU I MUOTIATHIA
KPUTUYECKUX COCTOSIHUIA, IIpPUYEM OCHOBHOM aKIIEHT ClIe-
JIaH Ha COBPEMEHHBIX MeTOomaX HEMPOopU3NOIOTNIECKON
W JIy9eBOM TMarHOCTUKU. JlaHHBIA pa3melt OJaecTsie Wii-
JIIOCTPYPOBAH HATJISIIHBIM MaTepHaIoM, KOTOPBI MOXHO
MCIOJIb30BaTh KaK CIIPaBOYHbBIN B IPAaKTUYECKOM paboTe.

WHTepec mpencrapisieT I71aBa, MOCBSIIEHHAS IATO-
TeHe3y, B KOTOPOii HapsIIy C JAHHBIMU JINTEPATYPHI IIPeI-
CTaBJICHBI Pe3y/ILTaThl MHOTOJICTHETO U3YYCHNS aBTOPaMU
MMMYHOIIaTOTeHe3a, OCJIKOB OCTPOil (ha3bl U MENTUIOB
KPOBHU U JIUKBOpa, UMMYHO(hEHOTHIIA KJIETOK JIMKBOPA.

Upe3BpYaiiHO MHTEPECHA U TJIaBa, OMMCHIBAOIIAS
naToMopdoJIornyecKre 0COOeHHOCTA THOMHBIX MEHUH-
TUTOB Y IeTeii M OCBEIIAOIIAs Pa3TMYHBIC TIOBPEXKICHMS
OpraHOB U CHCTEM B JMHAMMKe HEHPOMH(MEKIIMOHHOTO
npolecca. Pasnen uimmocTpupoBaH YHUKATbLHBIMU (DOTO-
rpacdusIMH, IOATBE PXKAAIOIINMUI U3JI0XKEHHBIN MaTepHall.
Oco0bIit akIIEHT B PYKOBOJICTBE CAcIaH Ha JIMKBOPOIM-
arHOCTHKE U JIMKBOPOIIPOTHO3¢ THOMHBIX MCHUHTUTOB.

CrenyeT OTMETUTBh, UTO TJiaBa, MOCBSIICHHAS Jie-
YEeHMIO, M3JI0KEeHA C YIETOM COBPEMEHHBIX MHPOBBIX
TeHICHIINI, OMHAKO aBTOPCKME TEXHOJIOTUM JICUCHUS
OCJIOXKHEHUU THOMHBIX MEHUHTUTOB MPEACTABIISIIOT OCO-
OBIif MHTEpEC, ITOCKOJIBKY OTIINYAIOTCS BEICOKOM 3(pdek-
TUBHOCTBIO.

BaxxHbIM TSI IPaKTUYECKOTO 3APaBOOXPAHEHUS SIB-
JISIETCS pa3dest 110 COBPEMEHHBIM SKCTPAaKOPIIOPaTbHBIM
TEXHOJIOTUSIM TepaIliM, KOTOPBIM B HACTOSIIEE BPeMs
OTBOIMTCSI OrpoMHasi pojib. OTMCaH MEePBBIi OIBIT IIPH-
MEHEHUsI aBTOpaMM COPOIIMH JTUITONIOICaxapuaa 1 Ipo-
IJIEHHO# reMoanaduIbTpaliiy y TTallMeHTOB ¢ KpaiiHe
TSKEJIBIMU HapyIIeHUSIMU U TIOJIMOPTaHHOM HEaoCcTa-
TOYHOCTEIO.

Oco0bIit MHTEpEC BBI3BIBACT pa3iesl, MOCBIIIEHHBINA
MHHOBALMOHHBIM pa3paborkam PI'BY «Jlerckuit Ha-
VYHO-KJIMHUIECKUM [EeHTP MH(PEKIIMOHHBIX 00JIe3HE»
DOMBA Poccuu mo pa3addyHBIM aclleKTaM BeIeHUs
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THOWHBIX MEHUHTUTOB Y JIETEN, BHENPEHME KOTOPBIX B Ipa-
KTHUKY ITO3BOJISIET CYLIECTBEHHO YIYYILIMWTb UCXO 3200J1€Ba-
Hus. Takke ripeAcTaBisieT MpaKTUIeCKyIo LIEHHOCTD IJ1aBa,
OCBellAIasl TAKTUKY peabMIMTallM AeTe-PEKOHBAJIEC-
LIEHTOB THOMHBIX MEHUHTUTOB, TJ€ TAKXe OTPAaKEH OITbIT
aBTOPOB 10 ATOM MPobIEME, B TOM YUCJIE 10 MEPCIEKTUBAM
MPUMEHEHUST POOOTU3MPOBAHHOMN MEXaHOTEPAIIUU.

IIpakTuecKy 3HAUMMBIM SIBJISIETCSI pa3nes, MOoCBs-
IIEeHHBIA MPOoDUIaKTUKEe THOMHBIX MEHUHIUTOB, TIE
C YYETOM MEXIYHAPOAHOTO OIbITa MOKa3aHO CHUXKEHUE
3a00JIeBa€MOCTU THOMHBIM MEHUHTUTOM IIPU MacCOBOM
BaKLIMHOITPOGMIAKTUKE MEHUHTOKOKKOBOI, ITHEBMOKOK-
KOBO#1 ¥ TeMO(PUIIbHOM MH(MEKIINIA.

Takum oO6pa3oM, pyKOBOJACTBO IIpPeACTaBISIET Or-
POMHBIN MHTEPEC AJIs1 UH(PEKIIMOHUCTOB, HEBPOJIOTOB,

neauaTpoB, peaHUMAaToJI0roB, Bpaueid o01eil mpakTu-
KM, HEUPOXUPYPIroB — BCEX, KTO pabOTAET C NEThbMHU.
YuutsiBasi aKTyaJbHOCTb MPOOJEMbl THOMHBIX MEHUH-
TUTOB y AeTeil u BOCTpeOOBAHHOCTh MOCBSIIEHHOMI
UM JIMTEPATYPhl B MPAKTUUYECKOM 3IpaBOOXPAHEHUH,
HE BbI3bIBAET COMHEHMUS, UTO JAHHOE PYKOBOJCTBO CTa-
HET HACTOJIbHOM KHUTOM IJISI Bpadyeil pa3jM4YHBIX CIIe-
LUAJIBHOCTEH.

A.A. Cropomeu, 0.m.1., npoh., akademurx PAH,
3acayxceHHulil desmens Hayku PD,

3a6. kaghedpoii Hesponoeuu PI'BOY BO

«Ilepsvtii Cankm-Ilemepbypeckuii 2ocyoapcmeerHbllil
neduampuveckuii MeGUUUHCK UL YHUBepcUmem

um. akad. U.11. Ilaenosa»
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IIETCKOM
HEBPOAOT UM

YBaiaembie Konneru!

MEI G6y1aromapuM BeeX, KTO TIPUCIa OTBETHI Ha BOIIPOCHI TECTOBOTO KOHTPOJISI, OITyOIMKOBAHHBIC B IIPEIBITYIIIEM

HOMEDE HalIIllero XypHaJa.

[IpaBunbHBIE OTBETH Ha BOIIPOCKHI TECTOBOI'O KOHTPOJIS, OITyOJUKOBaHHBIE B «PycCKOM XKypHalle IeTCKOi HEBPO-

noruu» Ne 3/2017, cTp. 68:

1-i1 Boripoc — otBeT 18;
2-i1 BOIIpOC — OTBET 7;

3-i1 Bormpoc — OTBeT 1;
4-i1 BOIIPOC — OTBET 2;

5-i1 Bompoc — OTBeT J;
6-11 BOImpoc — OTBET 3.

CeronHsi Mbl BHOBb IIpe/ijlaraeéM BaM IIPOBEPUTh CBOU 3HAHUSI U OTBETUTh Ha MPEIJIOXKEeHHbIE BOIIPOChl. OTBETHI
MPUCHIJIAiTe B peJaKInIo 110 TTouTe Miu e-mail: rjcn@epileptologist.ru.
[IpaBuibHbIE OTBETHI OYIYT OIyOIMKOBAHBI B CIIEAYIOLIEM HOMEPE XypHaJa.

TECTOBbIA KOHTPOJIb

Bb16epuTe onvH NMpaBUIbHbBIN OTBET.

I. Kak Ha3bIBalOT OTCYTCTBME WM HEJOPA3BUTHE PeYH NPHU
HOPMAJIbHOM (DH3HOJIOTHYECKOM CJIyXe M HHTEJJIEKTe, BO3-
HHKIIee BCJIEICTBHE OPraHNYECKOro MopakKeHHsl pedeBbIX
30H KOPBI F'0JIOBHOT0 MO3Ta BO BHYTPHYTPOOHOM HJI PAHHEM
nepuoje pa3BUTHA pedeHKa?

1. JloroHeBpo3.

2. MoropHas adasusl.

3. CeHcopHas adasusl.

4. Ananusi.

5. TonocoBbl€ TUKH.

6. AKMHETUYECKHUI MYTHU3M.

11. Kakue BuapI aj1auu BbIAEIIIOT?
1. MoTtopHasl.
2. CeHcopHasl.
3. CMmemraHHas.
4. JIoroHEeBpO3.
5. AKMHETUYECKUI MYTU3M.
3. Bepusr 1-3.

II1. K xakoMy By pedeBbIX HApyIlleHHiA OTHOCSAT MOTOPHYIO
anaamio?

1. Hegopa3Butue 3KCIpPeCcCUBHOMI peyu.

2. HemopasBurne MMIIPECCUBHON pedn.

IV. K KakoMy BuIy pedeBbIX HAPYIIEHUi OTHOCST CEHCOPHYIO
anaamio?

1. Hegopa3Butue 3KCIpPeCcCUBHOMI peyu.

2. HemopasBurne MMIIPECCUBHON pedn.

V. Kak Ha3bIBalOT HEMOHUMAHKE PeYd NPH COXPAHHOM JJIeMeH-
TAPHOM CJIyXe, BTOPHIHOE HeIOPA3BUTHE COOCTBEHHOI peun?

1. JloroHeBpO3.

2. MoropHas ada3us.

3. CeHcopHas adaszusl.

4. Amanus.

5. TonocoBbI€ TUKM.

6. AKMHETUYECKHI MYTHU3M.

VI. IIpn KaKoii naToJI0TuN peYn HApymeHbl MbICTHTEIbHbIE
MPOIECChI, MpeamecTByiomue GOpMHUPOBAHNIO AKTHBHOTO
BbICKA3BIBAHNS, IIPH OTHOCUTEIbHOI COXPAHHOCTH IIOHAMA -
HUSA PeYd IPYTHX JIoaeii; pe0eHOK CBOeBPEeMEHHO HAYHMHAET
TOHNMATD YYKYI0 pedb, HO CaM He TOBOPHT?

1. JloroHeBpO3.

2. MoropHas ada3usl.

3. CeHcopHas adaszusl.

4. Amanus.

5. TonocoBbI€ TUKM.

6. AKMHETUYECKHI MYTHU3M.

VII. ¥kaKnTe BO3MOKHBIE IPAYHHBI KOTHUTHBHBIX M IICHXH-
YeCKHX HapyHeHuii y 00JbHBIX dNHIIEICHEN:

1. [IprunHa, 1eXaniast B OCHOBE SIUJICIICUY (TeHETH -
Yyeckoe 3a00JIeBaHIe, CTPYKTYPHBIN AeeKT Mo3ra M JIp.).

2. DnunenTuYeCcKue MPUCTYIThI.

3. MHTepuKTanbHas SnuiaenTUd@OpMHas aKTUBHOCTbD.

4. TTo6ouHbIe 3(PPEKThI aHTUIUICTITUIECKUX TIpe-
mapaToB.

5. Bepusbl 1 1 2.

6. Bepunr 3 1 4.

7. BepHbl Bce NepeyrcaeHHbIe TPUYNHEI.






